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TepMuUHBI U onIpeaeJeHus

OcTpplii MPOMHETOUMTAPHBIN JIeliK03 — OCOOBI BapuaHT OCTPOrO0 MHEIIOHHOTO
JIeiiKo3a ¢ mpeodIaJaHieM aHOMAIbHBIX IPOMHUEIIOIUTOB, XapaKTePU3YIOLUIHICS TeHETHUECKUMHU
MyTalusiMU, NOpUBOIAIIMMU K pekomOunaumu rteHa RARA ¢ remom PML (myranus
t (15; 17) (922; 912)) wiu ¢ ApyruMu reHaMu-TIapTHEPAMH.

JAnddepeHIUPOBOYHBINH CHHIAPOM — KHU3HEYTPOXKAIOIIEE OCI0KHEHNE, PA3BUBAIOIIECECS
IIPU JICYEHUH OCTPOIO MPOMHUEIOLUTAPHOIO JIEHKO3a MOJHOCTHIO TPAHC-PETUHOEBOW KHCIIOTON
(TpeTHHOMH®*) M TPUOKCHUIOM MBIIIbAKA, KOTOPOE JAMATHOCTUPYIOT MPH HAJIMYUU HE MEHee
4 CHMIITOMOB M3 CIIEAYIOLIEr0 CHUMIITOMOKOMILIEKCA: JIMXOpaaka 0e3 BBIABICHHOW MPUYUHBL,
HapacTaHUE YUCIIA JEUKOLUTOB, PECIUPATOPHBIN JUCTPECC-CUHIPOM, HHPUIBTPAIUS JIETOYHON
TKaHU Ha PEHTreHOrpamMmax, THIOKCEMHUs, OTEKH (TUIPOTOPAKC M THUAPOIEPUKAp[), MpHOaBKa
Macchl TeJla, IOYe4Has HeJ0CTaTOYHOCTb, apTepHalibHasi TUIIOTEH3NUS.

IlosiHoiiT pemmccueill OCTPOro MPOMHUENONUTAPHOTO JIEWKO3a MPUHATO HAa3bIBaTh TO
COCTOSTHUE KPOBETBOPHOM TKaHH, MPH KOTOPOM B IyHKTaTe€ KOCTHOTO MO3ra OOHapy>KHBaeTCs
<5 % OIacTHBIX KJIETOK MPU HOPMAJIHLHOM COOTHOIICHHWU BCEX POCTKOB KPOBETBOPEHUS, IMPH
KonuuecTBe HeiitpodmioB B mepudepuueckoit kposm >1,0 x 10%m, npm  kommdecTe
tpomGonuTo >100 x 10%1, mpu OTCYTCTBUMM SKCTpaMemyIUISPHBIX OYaroB JeHKeMHYEcKOro
pocTa. YKa3zaHHBIE [TOKa3aTelH JOJIKHBI COXPAHAThCS B TeUeHue >1 mec.

Pe3ucrentHass ¢opma oOCTPOro MNPOMHENONMUTAPHOTO JIeHKO3a MOXKET OBbITh
KOHCTAaTUPOBaHa MIPH OTCYTCTBUU TOJIHOM PEMHUCCHU TIOCIIE 3aBepiieHus 1 Kypca HHIYKITHOHHON
tepanuu. [1o MHEHHIO OOJBIITMHCTBA MEXKTYHAPOIHBIX U POCCUNUCKHUX SKCIIEPTOB, Y MAIUEHTOB C
OCTPBIM TPOMHENOIUTAPHBIM JIEHKO30M, JOKa3aHHBIM MOJEKYISIPHO-IIUTOTCHETUUECKUMU
WCCIICIOBAHMSIMH, TP HCIOJIb30BAHUU TPAHC-PETUHOEBOW KHUCIOTHI B COUETAaHUH C
XUMUOTEpANUel WM TPUOKCUIOM  MBImbiIKa**  pedpaktepHsix  Gopm  ocTporo
IIPOMUENIOLUTAPHOTO JIEHKO3a HE CYIECTBYET.

Panusisi cMepTh — CMEPThH MALMEHTOB B MEPUO]T UHAYKIIMOHHON TEPaInu.

PeuuauB ocTporo mpoOMHENOIUTAPHOTO JIEHKO3a KOHCTATUPYIOT MpU OOHAPYKEHUHU B
MyHKTaTe€ KOCTHOTO Mo3ra >5 % 0J1aCTHBIX KJIETOK.

MuHUMAJIBLHOW OCTATOUYHOI 00/1€3HbI0, I MUHUMAIBHOW PE3UAyabHON 00JIE3HBIO,
HA3bIBAIOT HEOONBIIYI0 TMOMYJSALMI0 OMYXOJEeBBIX KIETOK, KOTOpas HE MOXET OBITh
3a(MKCHpPOBaHa C TMOMOIIBIO CBETOBOIO MHKpPOCKONA, HO OOHapykuBaeTcs Oojiee TOHKUMU

METOJIaMH UCCJIEA0BAHUS, BBISBIAIOMUMY | TEHKEMHUUYECKYIO KIETKY Ha 1045 HACCIENYEMBIX.
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IuToreneruyeckasi peMHCCHsI — 3TO IOJIHAS KJIMHUKO-TEMAaTOJIOTHYECKasi PEeMHCCHUS,
npu kotopoit merogom FISH (uccienoBanue metonom (hiayopecieHTHON rudpuan3aiuu in Situ)
He BbIsiBIsieTcsa cnuBHOM reH PML-RARA.

[HuTroreHeruyeckuii peuwauB — TOBTOpHOEe TosBIeHUEe TeHa PML-RARA,
onpenenstomeecs Merogom FISH, nHa ¢oHe coxpansromencs KIMHUKO-TEeMaTOJOTHYECKON
PEMUCCHH.

MoJiekyJsipHasi peMHUCCHSI — 3TO TMOJHASI KIMHUKO-TEMATOJIOTHYECKasi PEMUCCHSI, TIPH
KOTOpO HE 0OHAPYKUBAIOT UCXOAHO ONPEICISIBIINNCS METOIOM OJTUMEPA3HO-TIEITHON peakluu
XUMepHBIH TpanckpunT PML-RARA npu uyBcTBHTENbHOCTH MeToa 1074,

MoJiekyJSIpHbIi penUIUMB — TOSBICHHE HWCXOIHO OIMPEICISBIICIOCS XHMEPHOTO
tpanckpunta PML-RARA B 1ByX NOBTOpPHBIX aHaIM3ax (IIPOBEJEHHBIX C KOPOTKUM UHTEPBAIOM
BpemeHu — /—10 nHelt) Ha poHe coxpaHsIOIIeNHCs KITMHIKO-TeMaTOJIOTHYECKOH PEMHUCCHU.

TpancniaHTauus reMONMOITHYECKUX CTBOJOBBIX KJETOK — TMOJ ATHM TEPMUHOM
OOBEIMHECHBI TPAHCIUIAHTAIUS TEMOIOITHYCCKUX CTBOJIOBBIX KIETOK KOCTHOTO MO3Ta,
nepudeprudeckoil, MynoBUHHOM (I1alleHTapHON) KPOBH.

OO0masi BbIKHBaeMOCTb. /[ ee OLIEHKM aHaTU3UPYIOT BPEMEHHBIE MapamMeTphbl BCEX
MAIMEHTOB, BKIIIOUEHHBIX B UCCIIEI0OBaHe. AHAIN3 OCYIIECTBISAIOT MeToioM Karnana—Maiiepa.
Toukoli orcuera sBisIeTCS ACHb Hadana Ttepanuu. COOBITHEM CYUTACTCS TOJIBKO CMEPTh
NAIMEHTOB OT JKOOO0W MPUYMHBI (paHHSS JIETAIbHOCTh, CMEPTh B MEPUOJ PEMUCCHH OT JIIOOOH
MIPUYUHBI, CMEPTH B MIEPHO]] PELIUINBA).

Be3peunnuBHasi BbIkHBaeMOCTh. [Ipu ee aHanmm3e y4YuTHIBAIOT JAHHBIE TOJIBKO TEX
MAIUEHTOB, Y KOTOPBIX ObLIa JOCTUTHYTA TOJTHAsI PEMUCCHUS. AHAIIU3 OCYIIECTBISIOT METOJOM
Kannana—Maiiepa. Toukoii oTcuera cuuTaeTcs 1ata JOCTHKEHUS MoIHOM peMuccuu. CoObITUAMU
CUMTAIOTCA PEUHUIUB M CMEpPTh OT 000N MNpUYMHBI (B TEpUOA KOHCONHAALMU WU
MOIJIEP>KUBAIOIIETO JICYSHUS, OT PEIUANBA, B IEPHOJ PEMUCCHH OT APYTOM MPUYMHBI, HATPUMEP
CyHITUA).

BeposiTHOCTH cOXpaHeHHUsI MOJIHOH peMuccHH (00paTHOE OT BEPOSITHOCTH PA3BUTHS
pennauBa). [Ipu olleHKe BEpPOSATHOCTH COXPAHEHUS TMOJIHOW PEMHCCHM YYUTBHIBAIOTCS JaHHBIS
TOJILKO O TeX MallMeHTaX, Y KOTOPBIX IOCTUTHYTa MOJHAs PEeMHUCCHUS. AHAIIN3 OCYIIECTBIISIOT
MerogoM Kammana—Maiiepa. Ilpu 3TOM TOYKOM OTCUeTa CIYKHUT JlaTa JOCTHKEHHUS TMOJIHOMN
pemuccun. COOBITHEM CYUTACTCS TOJBKO PEIUIUB 3a00JIeBaHUS, CMEPTh TPH ITOJTHONH PEMHCCHN
CUMTAeTCsl IIEH3YpUpOBaHUEM. Takke [EeH3YPUPYIOT BCEX IMAlMEHTOB, KTO JKUB TPU TOIHOU
pPEMHCCHH B MOMEHT MPOBEICHUS aHAIIN3A.

BeccoObITHIiHAS BBLIKHBAE€MOCTL. OTOT [OKa3aTellb OILEHWBAET BCE COOBITHSA

(HemoCTH)KEHUE MOJHOW PEMUCCUU MOCe MHAYKIMOHHOIO 3Tana, CMEPTh B UHIYKIUH, CMEPTh
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IpU MOJHOM PEeMHCCHUU, CMEPTh OT JIOOBIX APYTUX MPUYMH, pEeUuAUB 3a00JieBaHHUA) Yy BCEX
NAIMEHTOB, BKJIFOUEHHBIX B aHAJIU3, C MOMEHTA Havyajla TEPAINH.

Nupykuus peMuccuM — NEpUOJ HAYaJIbHOIO JIEUEHMS, LENbI0 KOTOPOTO SIBISIOTCS
MaKCHMaJbHO OBICTPOE U CYIIECTBEHHOE YMEHbILIEHUE OIYX0JIEBOM MacChl U JJOCTUKEHHE TTOJTHON
pemuccun (00buHO 1-2 Kypca). IMeHHO B 3TOT nepuo/i Ha (oHE MPUMEHEHHUS IUTOCTaTUYECKUX
CPEJCTB KOJIMYECTBO JICMKEMUYECKUX KJIETOK B KOCTHOM MO3re yMeHblIaeTcs npumepHo B 100
pa3, T.€. B MOMEHT KOHCTaTallMU TIIOJIHOM PEMUCCHH B KOCTHOM MO3Te MOP(OIOTHYEeCcKH
omnpezensercs <5 % OMmyXo0JIeBbIX KIIETOK.

KoHcosmaanusi peMHCCMM — BTOpPOM 3Tanm Tepanmuud OCTPOrO IMPOMHUEIOLUTAPHOTO
JIeKO03a, SBISETCS MEPHOAOM 3aKPEIICHUS JOCTUTHYTOTO IPOTHBOOITYXO0JIEBOTO AP eKTa.

IIporuBopennnBHOE WIIN MoAJIepKUBAIOLIEe JIeYeHHue. [Iponomxenue
[IUTOCTATUYECKOT'O BO3JICHCTBUS B TEUCHUE ABYX JIET OT OKOHYAHMS MHIYKIIUH/KOHCOJIHIAINH.
[loHsATHA TOAAEPKUBAIOUIETO JICYEHUS HE CYIIECTBYET B IMpOrpaMMax JEUYEHUs] NEPBUUYHBIX
0O0JIBHBIX OCTPHIM IPOMHUENIOLUTAPHBIM JIEHKO30M MBIIIBSIKOM TPUOKCH/IA.

IpodpunakTuka WM — Npu HEOOXOAMMOCTH — JiedeHHe HelpoJeldKeMHH SBISCTCS
MPUHUHUITAAIBHBIM 3TAllOM MPHU JIEUEHUH [TALIUEHTOB C OCTPBIM TPOMHEIIONUTAPHBIM JIEHKO30M U3
TPYIIIBI BBICOKOTO pUCKa. DTOT 3Tall PACIPEAEISIETCS Ha BCE MEPUOIbI IPOTPAMMHOIO JIEUEHHS —

HHAYKOWIO pCMUCCHUH, KOHCOJIMJAIUIO U IMOAACPKUBAIOIICC JICUCHUC.
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1. Kparkas nndopmanus no 3a00/1eBAaHUI0 WJIH COCTOSTHUIO (TpyIe

3a00J1eBaHUI MJIH COCTOSIHUH)

1.1. Onpenejenue 3a00JeBaAHNSA WJIH COCTOSHNSA (TPYHIbI 3200J1€BAHNI UJIM COCTOSTHMIH)

OILJI oTHOCAT K OCTPBIM MUEIOUIHBIM Jeliko3am (OMJI), KoTopbie IPEICTaBISIOT COO0M
reTepOreHHYI0 TPYIIIY OIMYXOJEBbIX 3a00JIEBaHUI CHCTEMBbl KPOBH, BOSHUKAIOIIUX B Pe3yJIbTaTe
MYTalMi B CTBOJIOBOM KJIETKe-IIPEIIIECTBEHHUIIE I€MOII033a, B PEe3yJbTaTe 4ero MpPOUCXOAUT
0J10K Qg epeHIPOBKH u Ha4YMHAETCS HEKOHTPOJIUpYyeEMast nposdepanus
HenuphepeHIUpPyEeMbIX OITyXO0JIEBBIX KPOBETBOPHBIX KJIETOK, BHITECHSIOLINX HOPMAaJIbHBIE.

OIJI mpencTaBiseT coO0M YETKO OUYEPUYCHHYIO HO30JI0THYECKyI0 ¢hopmy B pamkax OMIJI
C HACTOJIBKO XapaKTE€PHbIMU KIMHUKO-TA00paTOPHBIMHM IpU3HAKaMu (TUIHWYHAs Mopdonorus
OITYXOJIEBBIX KJIETOK, TSDKEJbIA FeMOpPparuuecKuii CHHJIPOM, FeMaTOMHBINA THUIT KPOBOTOYMBOCTH,
N30BITOYHO aKTUBUPOBAHHBIHN puOprHOIN3, IBC-CHHIPOM, OOBIYHO — JICHKOIIEHUS ), YTO AUATHO3
HOpPOH MOYKHO YCTaHOBUTb, OCHOBBIBASCH JIMIIb HA KIMHUYECKUX NpPOsBIEHUsAX. TeM He MeHee
UMEeHHO 3ToT BapuanT OMIJI TpebyeTr XKecTkoil BepuUKALMU JUar€Ho3a MOJEKYJSPHO-
FEHETUYECKUMU METOJaMHU.

Ot10 00ycnoBieHo TeM, uTo uMeHHO ¢ OIlJI cBs3aHO 0HO M3 cCaMbIX NMPUHIUIHUAIBHBIX
OTKPBITHI B 00J1aCTH OMOJIOTUU JIEHKO30B: 0OHapyxeH peHomeH nuddepeHIIupoBKH GI1aCTHRIX
kiaerok OII mon Bo3neificTBUEM AEepUBATOB PETMHOEBOW KHUCIOTHI — 13-IIMC-pEeTHHOEBOIA,
MOJTHOCTBIO TPaHC-PeTHHOEBOM (TpeTuHOUH**, ATRA**), 9-1inc-peTHHOCBON KUCIOTHI. IMEHHO
ATRA™* crana nepBbIM Tak Ha3bIBa€MbIM TapreTHbIM mpemnaparoMm. [Ipumenenme ATRA**
PEBOTIOLIMOHHBIM 00pa3oM n3MeHuI0 ucxoasl repanuu OITL.

[Tocne nossnenust ATRA** apcenan naroreHeTndeckux 3()(heKTUBHBIX METOIOB Teparuu
OBLT paciIupeH 3a cueT MbllIbsika Tpuokcuaa (ATO), sBistoierocs, BEpOITHEE BCETO, OJTHUM U3
HauOosee akTUBHBIX OHonorudeckux cpeacts B edyeHuu OIUJI. U yxe He BbI3bIBa€T COMHEHMUS
TOT axT, uto OILJI MOryT OBITH H3NI€UEHBI 1aXke 0€3 MPUMEHEHUS IUTOCTATUYECKHX MTPETapaToB.

Jleuenne OIIJl ocBemaercs B TEKCTaX HalMOHAIbHBIX pexkomengamui CIIA u
BenukoOpurtanuu, mnocsauieHHbIX Tepanuu OMJL, KoTopble BKIIOYAIOT JMIIb HEKOTOpHIE
KOHKpETHBIE MyHKTHI, Kacaromuecs teparuu OITJI. B 2009 r., a 3arem u B 2019 1., eBpomelickas
opranu3zaius LeukemiaNet, 00beIMHUB MEXAyHApOIHBIX SKCIIEPTOB, pa3padboTalia eBpornenckue
pexomeHnanuu 1no jnedeHuto OIIJl, ocHoBaHHBIE Kak Ha pe3ysbTaTax YK€ IPOBEIEHHBIX
UCCIIeIOBaHMWM, TaK U Ha MHEHHUsAX Beaymux skcreptoB [1]. Poccuiickas mccnemoBatenbckast
rpyImna 1o jedeHuto octporo Jeikosa (OJI) ¢ 1997 r., korma ATRA** crana 0CHOBHOM 4acThIO
nporpamMmmHoro Jedenuss OIIJl, mpoBena HECKOIBKO IPOCHEKTUBHBIX MHOTOLEHTPOBBIX U

OJTHOLIEHTPOBBIX HccienoBanuii o Jsedenuto OITJI [2]. OmbIT poccHiiCKMX TeMaToJOrOB U
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MEXIyHApOAHBIC IMyOIMKAIIUK CTaJId OCHOBOM MpecTaBsseMblXx HalmoHanpHBIX peKOMEH Al

no neuenuto OIUI B3pocibix.

1.2. DTHoJI0THS M IATOreHe3 3200J1eBAHNS HJIN COCTOSIHUS (rpynmnbl 3a00J1eBaHUI NN

COCTOSTHM )

Otuonorus OIJI B GobIIMHCTBE ClTy4aeB HEM3BECTHA. B mocieHue o1kl OMMChIBACTCs

Bce Oousblie ciayyaeB BO3HMKHOBeHHMs OIIJI kak BTOpMYHOrO JIeHKO3a, CBSI3aHHOIO C
npemectytomieir  xumuotepanueir (XT) wu  oOmydeHuem. bBonbliie MHOTOIICHTPOBBIC
UCCIICIOBAaHUS CBHUJIETEIBCTBYIOT O TOM, 4TO BTOpHuHbIH OIIJI B OosbLIMHCTBE CilyyaeB
BO3HHUKAET HE [T03[IHEE TPeX JIET nociie 3aBepienus X T 1o noBogy NepBUYHOIO OHKOJIOTHYECKOTIO
3a00sieBaHNs MHTHOUTOpamMu TornouzoMepassl Il (aHTpalMKIMHBI, UM MUTOKCAHTPOH™™, pexe
srono3ua**). ¥ 57 % manueHToB MEPBUYHON OIyXOJIbIO OBLI paK MOJIOYHOH JKeNle3bl, Jaiee
CJIEAYIOT HEXOIKKUHCKUE TUM(OMBI, 3HAUUTENBHO pexe — inMpoma XoakknuHa. CpenHee BpeMs
OT 3aBEPLICHMS TEPAIMH 110 TIOBOJY IIEPBUYHOM OIIyXO0JIM JO MOMEHTA JUATHOCTUKU BTOPUYHOIO
OIlI cocraBusier 24 mec (ot 15 mec mo 8 ner). Ilo mepe yBenumyeHHs] arpecCUBHOCTH
XUMHOTEPAeBTUUECKOTO BO3ACHCTBUS YBEIMUMBAETCS BEPOSTHOCTb Pa3BUTUS BTOPUYHOIO
OIJI, kak, BpoueM, MOXKET YMEHbIIATHCS U BPEMEHHOM MHTEpBajl OT MOMEHTa 3aBepuieHuss XT
110 Bo3HUKHOBeHus OJI.

HNHTEepecHO OTMETUTD, UTO ONMCAHBI TPOMHUETIOLUTAPHBIE OJIaCTHBIE KPU3bl XPOHUYECKOTO

MHEIIOJIENKO3a.

1.3. DnuaemMuoJ10rus 3a000eBaAHNS MM COCTOSTHUSA (IPYINLI 3200J1eBAHNI HJIN COCTOSHMIT)

Hctnnnas 4wactota Bo3HuUKHOBeHUs OILJI HemsBecTHa, IOCKOJIIBKY B PErHCTpPHI
3aboneBaemMoctu OINJI BHOcAT Bmecte ¢ npyrumu Bapuantamu OMIL. Cumtaercs, urto OIJI
BcTpeuaetcs B 5—-15 % Bcex ciiyqaeB OMJI. U ecau B 2005 1. B CILIA npeanonaraemast yacrora
Bo3HUKHOBeHUss OMIJI onenuBanmace kak 11 930 ciydaeB B roj, TO BEpOsiTHas YacToTa
muaraoctuku OITJT cocrasisier 600-800 ciygaes B rox [1,3,4].

CymiecTByeT HECKOJIBKO OTINYHM B 3MTHIEMHOJIOTHYECKHX XapaKTepucTUKax Mexy OMJI
u OIJI, ocobenHo 310 Kacaercs BepoaTHOCTH Bo3HUKHOBeHMs OI1JI B 3aBUCMMOCTH OT BO3pacTa.
Tak, ans OMJI BeposSTHOCTE BO3HUKHOBEHHS IMOCTENEHHO YBEIMYMBACTCSA NPONOPLHUOHAIBHO
BO3PACTY /10 55 JIeT, a 3aTeM 0TMeYaeTcsl pe3KUid SKCIIOHEHLMAIBbHBIN pocT 3aboseBaemoctH. [1pu
OIlJI sTa 3aKOHOMEPHOCTh HE BBISABIsAETCS. XOTS 3a00jeBaHHE IUArHOCTHPYETCS BO BCEX
BO3pPACTHBIX Tpymnax, €ro 4acToTa KpailHE HH3Ka y MalueHToB B Bo3pacte no0 10 ner. B
Bo3pactHo# rpymme oT 0 1o 17 ner wacrora OITI cpean Bcex cimyuaeB OMJI cocraBusier 3—4 %.
B Boszpacte ot 10 no 20 ner BepositTHOCTh Bo3HMKHOBEHU OILJI mocreneHHo Bo3pacraer, 3aTeM

HaOroaeTCs TIaTo 10 Bo3pacta 60 JieT, mociie 4ero BeposTHOCTh, BOSHUKHOBEHHMSI 3a00JICBaHUS
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cHmkaetcs. bonpmmHacTBO cinydaeB OILI nuarnoctupyrot B Bo3pacte ot 20 go 60 net. Menuana
Bo3pacta mnpu guarHoctuke OIIJl cocraBnser 38 ser. I[lo nanHeiM  Poccuiickoro
PErUCTPALIMOHHOTO UCCieioBanusl, poBoaumoro ¢ 2006 r. u BxiounBiiero 814 maiuueHToB u3
19 uentpos, OINJI guarnoctupyiotT B 7,25 % ciydaeB Bcex OJI B3pocibix, U MeIraHa Bo3pacra
coctaBisier 47 yier (0e3 ydera MalMEHTOB IETCKOro Bo3pacta) [2]. PeanbHbIX Mmokaszaresneit

3abosneBaeMocTu u pacrnpoctpaneHHoctu OILJI B Poccun He cymiecTByer.

1.4. Oco0eHHOCTH KOTNPOBAHNS 3200J1¢BAHUS UJIH COCTOSHUA (rPynnbl 3200J1eBAHUNA MJIH

coCTOSTHU) Mo MeXayHAPOAHOH CTATHCTHYECKOH KiaaccuuKanuu 001e3Hed ¥ npoodJieM,

CBA3AaHHBIX CO 310POBHEM

C92.4 — ocTphIil MPOMHETIONUTAPHBIN JICUKO3

1.5. Knaccudukauus 3a60/1eBaHUs UJIH COCTOSIHUSA (TPYNNbI 32001€BAHUI MU COCTOSIHUI)

[MarmenTst ¢ OIJI moxpa3aessiFoTCs Ha TPYIIBI PUCKA B 3aBUCUMOCTH OT JIAOOPATOPHBIX
nokasarejieii o0Iero aHaanu3a KpoBu pu Manudecranuu 3adonesanus [1,2,4]:
e IpyIa HU3KOTO pHcKa: Jeikorutsl <10 x 10%m1

e Tpymma BEICOKOTO pHcKa: Jeikorutsl >10 x 10%/n

1.6. Kiinnuueckas KAPTHHA 3200J1€BAHUSA WM COCTOSIHUS (IPYNNbI 32001€BAHNI MJIN

COCTOSIHM )

OcTpblii  NPOMMEJOUMTAPHBINH  JIEHKO3 TpeacTaBiseT CcoO0H  YETKO  OuYepUYEHHYIO

HO30JI0TMYecKy0 (hOpMy € HACTOJBKO XapaKTEPHBIMHM KIMHHKO-Ta00paTOPHBIMM MpPHU3HAKAMU
(TunuyHask MOpPQOJOTUS OIMYXOJIEBBIX KIETOK, TSKENbI TIeMOpparudeckuil  CHHIPOM,
reMaTOMHBIM THI KPOBOTOUYMBOCTH, U30BITOUHO aKTUBUPOBAHHBIN (pubpunonus, JBC-cunapom,
OOBIYHO — JICHKOIEHMs), YTO JMArHo3 MOpOW MOXXHO YCTaHOBHMTH, OCHOBBIBASCH JIUINb Ha
KIMHUYeCKUX mposiBieHusAx. Ilpu srom cymectByror OIIJI, kKoTOpbIE NMPOTEKAIOT HE CTOJIb
JpaMaTUYHO: OTCYTCTBYIOT IPOSIBIIEHHUS T€MOpPPAruvyecKoro CHHJpPOMa, OOJbHBIE B TEUEHUE
HECKOJIbKUX MecCSIEeB HaOII0Jal0TCs MO MOBOMY JEHKOMEHUH, YMEPEHHOW TPOMOOLMTONEHUU.
[IposiBneHuss remopparuyeckoro CcuHApomMa (KpOBOTOYMBOCTH  JI€C€H,  IOBBILIEHHAs
TPaBMHUPYEMOCTb KOJKHBIX ITIOKPOBOB, CHHSKH, NETEXUH, HEPEAKO KpPOBOTEUEHMsI U3 HOCA,
KEJIyAOYHO-KUIIEYHOTO TpaKTa) HAa MOMEHT JMarHocTHMKM umerorcs y 90 % mnanueHToB.

[enarocruieHoMeranus win TuMbaaeHONaTUs onpenensoTces Mmeree yeM y 20 % narueHToB [4].
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2. JlnarnocTuka 3a00J1eBaHUsI UM COCTOSHUSA (TPYNIbI 3200/1eBAHNH WIH
COCTOSIHMII), MEIUIIUHCKHE MOKA3aHUSA M NPOTUBONOKA3AHUS K NPUMEHEHHUIO

METOJA0B THATHOCTUKHU

Kpumepuu ycmanoenenusa ouacnosza/cocmosanun: OIll/l ycmanasnusarom nezasucumo
Om NPOYEHMHO20 COO0epHCaHus ONACMHbIX KIeMOK 6 NYHKmame KOCMHO020 Mo32a UIU 6

nepughepuueckoii kposu (I1K) npu nanuuuu namoernomoruunoti 0s1 OILJI xpomocommoti anomanuu

t(15;17) (912; q11-12) PML/RARa.

2.1. "aa00bl 1 aHAMHE3

Manugpecmayua  knunuueckux nposenenutt  OIIJI  conposodcoaemcs  sncanobamu
AHEMUYeCKO20  Xapakmepa, — paszeumuem — 2eMOppacuyeckoe0  CUHOpPOMA  PA3IuYHOU
UHMEHCUBHOCMU U UHDEKYUOHHBIX OCIOJCHEeHUU HA (hone HelimponeHuu. Jlanuvlie nposieieHus

Mmozcym paseumuvCil ocmpo ujiu nOCMeNneRHo Hapacmambo.

PexoMeHnyeTcsi BceM manueHTaM cOop aHaMHe3a U Kano0 Uit Bepudukanuu amar{osa. 13
AHAMHECTUYECKUX  JIAHHBIX  BBISBISATH CBS3b C  BO3MOXKHBIMH —~ TOKCHYECKHMH,
JIEKapCTBEHHBIMU arcHTtamMu. HeoOXoquM TInaTelbHBIi cOOp CEMEWHOro aHamMHe3a IS
MCKJIIOYEHHS BPOXKIECHHBIX aHOMAJIUH, a TaK)Ke Ha HAIMYUe CUOIUMHIOB (POAHBIX OpaTheB
u/wmm cecrep) [1-3,5].

YpoBeHnb yoenuteabHocTH pekoMeHaanuu — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

2.2. Du3zukajanbHoe 00CIe10BAHNE

PexoMenayercsi BceM MalMeHTaM MPOBOJNUTH (DU3MKAIbHOE OOCIIeNOBaHKE, BKIIOYAIOIICE
U3MEpPEHHe POCTa M MacChl Teja, TeMIIepaTyphl Telld, OICHKY COCTOSIHUSI KOXKHBIX
MIOKPOBOB, KOCTHO-CYCTaBHOW CHCTEMBI, BBISBICHHE IPH3HAKOB T'€MOPPArHIECKOro
CHH/IPOMA, HAJIWYUE TerMaToCIUICHOMETAINH, JUM(aJIeHONATHH, HAIWYUE MPU3HAKOB
TUCOYHKIUU Ceplla, JeTKUX, MEeUYCHH, OPraHOB dHIOKPUHHOW, HEPBHOW CHUCTEMBI IS
BepuduKanuu quarsosa [1-3,5].

Yposensb yoeauteapHoctu pekomenaanun — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTENBCTB — 5)
KoMMeHTapHu: nposoosmcs usmepeHue pocma u mMaccol meid, memMnepamypvl meid, OYeHKa
COCMOSIHUSL KOCHHO-CYCMABHOU CUCHEMbl, BbISIGIEHUE NPUSHAKOS 2eMOPPACULECKO20 CUHOPOMA,
HAIUYUSL 2eNAMOCNICHOME2ANUU, TUMPOAOCHONAMUU, HATUYUS. NPUSHAKO OUCPYHKYUU cepoya,

JlecKUx, ne4yeHu, opcanoe 3HO0KpuHHOlZ cucmemui. B cydae noselerusd nan)yle3noblx BLICHINAHULL
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Ha Kodce paccmMompems 0Npoc O OUONCUU KOJCU (NOO03peHue Ha IKCmpameoyisapHoe

JletiIkeMUyeckoe NOpaiceHue).

2.3. JlabopaTopHbIe IMATHOCTHYECKHE MCCIeI0BAHNS

V 80% nayuenmos manughecmayus 3abonesanus xapaxmepusyemcs JjleuKonexue
(meduana wuucna netikoyumos cocmasnsiem 1,8 x 10%1). Ecau y nayuewma & momenm
ouaenocmuxu OJI onpedensemcsa neiikonenua <1 x 10%, ocobenno 6 couemanuu c
eunogubpunozcenemuei, mo ¢ 00ILWOU OO0Nell  BEPOSIMHOCMU MOJICHO NPeonoaazamo
npomuenoyumapHuiil eapuanm OMJIL YV 15-20 % nayuenmos 6 oebrome OonesHu Gulasisiemcs
netikoyumos (meouana 83 x 10%1) ¢ yeemuuenuem uucna netikoyumog oo >150 x 10%. 'V
nooasnsaoueco yucia nayuenmos (80-90 %) onpeodensemcs anemus,, npuvem y nO1I08UHbL U3 HUX
KoHyenmpayusi 2cemoenoouna cocmasngem <1002/ V' 75 % nayuenmos codepocanue
mpomboyumos crudicaemcs 0o <50 x 10%x. Jlabopamopuvie npusnaxu OUCCeMUHUPOBAHHO20
snympucocyoucmozo ceepmuisanust (ABC) u ucmowennozo ¢pubpunonusza onpedensiomes y 80—
90 % nayuenmos [4].

B 6onvuuncmse cnyuaes ouacnos modcem Ovimv 3an0003peH npu Mop@ponocudecKoll
OyeHKe JelUKeMuieckux Kiemox. /s 3moeo Heobxo0umo nomyyums yumojio2uieckul npenapam
kocmnozo moszea (KM) nymem nynkyuu. Bracmuule knemxu npu OIL/1 y 6onvuuncmea nayuenmos
npexcoe 8ce20 Xapakmepusyiomcsi 3HAYUMENbHbIM S0epHbIM NOIUMOPPUIMOM U  HATUYUEM
KpYnHOU  (puonemoso-6ypou 3epHUCmOCmu, 2ycmo 3anoaHsaowel. Yumoniasmy, 0016uum
Koauuecmeom nanouex Ayspa (knaccuueckuil eunepepanynspruiii éapuarnm OILJI) [6]. V 15-20 %
nayueHmos 6 YUMoniazme OnyxoiesviX KIemoK OOHAPYI’CUBAEMCS UL HEeCKOIbKO MEIKUX
2PAHYN UNU OHU He BbIAGNAIOMCA 808Ce, NPU SMOM 6Ce OCMANbHbIE NPUSHAKU (KIUHUYecKue,
yumoxumuyeckue, yumozenemuyecxkue) OIL/ npucymemayrom.

Knaccuueckum npusnaxom onyxonesvix xnemox OILJl aensemcs oueHb 6bIpadiCeHHAA
yumoxumuyeckas peaxyus Ha muenonepokcuoasy (MPQO), nunuovl, xomopas ewiaeisemcs ¢

HOMOWbIO CYOaH08020 YepHo2o (SBB), u na xnopayemamacmepasy.

PexomeHnayeTcsi BceM manueHTam 0 Hadana u Bo BpeMs jieuenusi OILJ] BeimonHeHne o01iero
anaimmza [IK ¢ momcderom nelikoruTapHoil (OpMynbl W OMpeJeNieHHEeM Yucia
PETUKYJIOIMTOB U TPOMOOIIMTOB Uil BepU(DUKALMU TUArHO3a, KOHTPOJIS 32 JICUCHUEM U
BBIPAOOTKH TaKTUKH BeaeHus manuenTta [1-3,5].

YpoBenb yoeaqureabHocTH pekoMeHaannu — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbCTB — D)
KommenTapuu: oo6wuii aumanuz I[IK (ocobenno uucio neuxoyumos u mpomoOOyumos)
8bINOIHACMCS edceOHe8Ho 8 nepavie OHu mepanuu ATRA** ona oyenku pucka 6o3HukHo8eHUs

ougppepenyuposounoco cunopoma ([C) (npu 6Ovicmpom yeeruuenuu uucia J1eUKOYumos
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yenecoobpaszno navame npogurakmuxy JC, Oadce eciu He ObLIO UCXOOHO20 NEUKOYUMO3d;
yposens mpomboyumos ne doncern 6oims <30 x 10%/1, yenesoii yposens >50 x 10%/7), 3amem —

yepe3 0enb—08a 00 KoHcmamayuu pemuccuu. Paseepnymas popmyna — 2 paza 6 nedernio.

Pexomennyercsi 1o Havana jgedenust OINJI nns Bepudukanuy auarHo3a BCEM MaIllMEHTaM
BBIMOJHUTHh IIUTOJIOTUYECKOE U IIUTOXMMHYECKOE HUCCIEeIOBAHUS OMYXOJIEBBIX KJIETOK B
nyakTate KM, u BceM OOJIbHBIM IOCJIE OKOHYAHUS MPOTPaMMbl HHIYKIIUHA PEMHUCCUH, B
X0Jle KOHCOJMMAAUMKA W TOJACPKHUBAIONICH TEpamuy BBIIOIHATE KOHTPOJIBHOE
UTOJIOTHYECKOe HccienoBanue acnupara KM, oleHKy OoTBeTa Ha JieYeHHE, OLEHKY
COCTOSIHHSI KOCTHOMO3TOBOTO KPOBETBOPEHHS U THArHOCTUKY pennanBa [1-3,5].
YpoBeHb yoeaureqabHocTH pekoMeHaanuu — C (YpoBeHb IOCTOBEPHOCTH JI0KA3aTeILCTB — D)
KommenTapuu: y nayuenmos ¢ OIL/l nocne kypca XT nabniooaemcs 06e 807HbL 8bIX00A U3
azpanynoyumosa. Ilepsyto koumponvnyto nyukyuio KM cnedyem evinonname He patee
3a6epuieHUs BMOPOl 8OJIHbL 8b1X00d, 8 cpedHem Ha 30-1i denb nocie 3agepuienus Kypca X1. bonee
pannuti ananuz nynkmama KM mooxcem npugecmu K 1094CHOMY noocuemy npoyenma OJ1acmHbIX
KIEeMOK — NPOO00INCAIOWUX OUpdepeHyuposamocsa onyxonesvix Kiemox, komopvie yepes 7-10
Oneti noanocmoio ucuesnym usz KM. Taxum obpazom, nepeas koumponvuas nyuxkyus KM
ocywecmensemcs 8 cpeonem na 30-i dens nocie nociedne2o ggedenus uoapyouyuna™** (mo ecmo
Ha 36—40-11 denv om Hauana Kypca) uiu npu OKOHYaAmenIbHoM soccmanosienuu noxazamenei I1K.

YV nayuenmos, unoykyuonHnoe neuenue xkomopvim evinoansiom ATO 6 couemanuu c
ATRA**, onucannas eviue 3axonomepnocmo omcymcemesyem. Ipu npumenenuu ATO y 60nbui020
yucna nayueHmos 8 meyeHue nepevix 2 Hedellb mepanuu Ommedaemcs NOCmeneHHoe ygeiudeHue
wucna neiikoyumos 6 IIK (neiikoyumosz moocem oocmueams 150-180 x 10%7), umo npu
omcymcmeuu KIUHUYeCKUX NpusHaKos oucmpecc-cuHopoma mepanuu He mpebyem. B psoe
cyyaes npu JIeUKOYUMOo3e MOodicen HAOM00amvcs Occaneudeckuil. CUHOpom, mpedyowull

0be300aueaHusl.

Pexomenayercas BceM  manueHtam a0 Havyana  JiedeHuss  OIDJI  BbIMOJTHUTH
UMMYHO(DEHOTHITHUECKOE HCCIICIOBAaHUE OIYXOJEBBIX KJIETOK B TyHKTare KM s
MOBBIIICHHS TOYHOCTH aquarnoctuku OITT [1-3,5,7].

YpoBeHb yoenuteabHOCTH pekoMeHaannu — C (YpoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — D)
KommenTapuu: uvmyrogenomunuposanue ¢ uUCnoib308aHuem MHO2OYBEMHOU NPOMOUHOU
Yumomempuu ModxHcem NOBblCUMb MOUYHOCMb Mopghonocuveckux uccieoosanuui OILI, Ho He
a61emcsl Kaouesbim memooom ouacnocmukuy. Kax npasuno, PML/RARA-nonosxcumensvHvie
Onacmuvle Kiemxku UMerom UMMYHODEHOMUN, AHAN02UYHBIL HOPMATLHBIM NPOMUETIOYUMAM

(CD34—/+ cemepoeennwiii, CD117-/+ dim, HLADR—/+ dim, CD13+/++, CD11b-). Tem ne menee
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6 omauyue om HOpMalbHulx npomueroyumos PML/RARA-nonodcumenvhvie npomueroyumsl
umerom Kpatine Huzkuti ypogewv CDI15 (CD15—/+ dim emecmo CD15+++). Bracmuvie kiemku
npu eunocpanynapHoil (eapuanmuoii) popme OII (M3V) uacmo xosxcnpeccupyrom T-nunetitvie

mapxepol, maxue kax CD2, coemecmuo ¢ muenououvimu mapkepamu, maxumu kaxk CDI13 u CD33.

Pexomenayercst BceMm nanueHTam 1o Hadajia jgedeHuss OILJI BRIMONMHUTH IUTOrEHETUYECKOE
WCCJICIOBAHME, a TAKXKE JJIS MOJYYCHUS OBICTPOTO OTBETAa O HAJIMYUU XUMEPHOTO I'eHa
PML-RARA — onpenenenue s3xcnpeccun pML-RAR-a (konmyecTBEHHOE), MOJIEKYIISIPHO-
reHeTudyeckoe wuccienoBanue wmyrtanumii B reHe PML-RARA wmeromom IIHP st
BepU(pUKALUU JAUArHO3a U BBINOJHEHUS B JaJbHEHIIEM MOHHTOPHUHIa MUHUMAJIbHOMN
ocrarouHo#t 6one3nu (MOB) [1-3,5].

YpoBeHb yoenuTeabHocTH pekoMeHaanuu — C (YpOBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapuu: sce cnyvau OIL/I, ycmanosnenno2o mMopghonocuueckumu u yumoxumudeckumu
Memoodamu ucciedo8anust, 004CHbl Obimb noomeepaicoervl memooom I[P uru FISH ¢ momenm
yemanosienust ouacnosa, mak kax 6 5—10 % ciyuaes npu omcymemeuu knaccuueckou t (15; 17)
oonapyacueaemcs mpanckpunm PML-RARA.

Mna ouaenocmuku OILJI kpaitine nHeobXo0uMbIM A6151emMCs OblcmMpoe YUMO2eHemuyecKoe
noomeepoicoerue ouacnosa. Ilockonvky 3ghghekmusnocms mapeemnoeo nedeHusi Ha OCHO8e
PEeMmuUHOUO08 U/UNU NPOU3BOOHBIX MBIULAKA CMPO20 3A8UCUM OM HANUYUS XUMEPHO20 2eHd
PML/RARA, eenemuueckue noomeepicoeHue OuacHo3a A611emcs 005S3amenbHblM 60 6Cex
cayyasx. B 1977 2. J.D. Rowley u coasm. Ovi10 0oxazano, 4mo npaxmuyecku 60 8cex CAy4dsnx
OIL/I obuapyaxcusaemces t (15; 17) (q22; q12-21) [8]. B pesyrvmame smoii mpanciokayuu 2em
npomuenoyumapuozo netikoza (PML-zen), pacnonoscennwiti na xpomocome 15, nepenocumces na
OnuHHoe niaedo xpomocomsl 11 6 obnacmo, 20e naxooumcs 2en anvpa-peyenmopa pemuHoesou
kuciomol (9my mMpaHciokayuio OMHOCAM K 2PYnne pPeyunpoKkHblX, COALAHCUPOBAHHBIX, UMO
o3Hauaem, Ymo 2eHemuyecKuli Mamepual He ympauusaemcs u nepeoaemcs ¢ 00HOU XpOMOCOMbl
Ha opyeyio. B pesynomame t (15; 17) nosensiemes 2 causnolx anomanvhvix eena: PML/RARo na
oepusame xpomocomvi 15 u RARa/PML na oepusame xpomocomwr 17.

T'enemuueckoe noomeepicoenue ouazHo3a OO0INHCHO BbLINOIHAMBCA, eClU B03MONACHO, HA
onacmuvix kiemxax, noayuenuvix uz KM. Hoenmuguxayua OIL/I-cneyuguueckux eenemuueckux
NOJIOMOK 8 OJIACMHBIX KIemKax ocywecmensemcs Ha ypoeue ananusa xpomocom, JHK, PHK u
XUMepHO20 0Oenka ¢ UCNONb308AHUEM CMAHOAPMHO20 KAPUOMUNUPOBAHUS, (DIyOpecyeHmHou
in situ cubpuousayuu (FISH), nonumepasno-yennoii peaxyuu ¢ oopamuoti mparckpunmasoui (OT-
HIP) unu anmu-PML monoknionanvuvix awmumen. CoomeemcmeenHo, Kaxicovlll u3 memooos

umeent ceou npeumywecmea u HeooCmamxkiu.
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Kapuomunuposanue na G-oxkpawennvix memaghasax, nonyuenmwvix uz oobpasyos KM,
8bINOIHAECMCS 0ObIYHBIMU Memooamu Ha npamou 24- u 48-uacoeou xkyremype. Hecmomps na
BbICOKVIO CHeyupuuHOCmyb, YUMO2eHeMUYecKull anamu3 00poz, OMHUMAEem MHO20 BpeMeHlU,
HyJrcoaemces 8 memaghazax xopowezo kavecmea (nomepu 0o 20 %) u no onpeoeneHuro He 8
cocmosiHuu ooHapyacums cayuau, koeoa PML/RARA sensemcs pe3yiomamom maxk Ha3ul8aemou
KPUNMO2EHHOU NepecmpouKy (T0HCHO OMPUYAMENbHbLU Pe3yIbmant).

Omom  memoOd  nosgoisem  0OHApPY’CUBAMb  OONOJIHUMENbHbIE — XPOMOCOMHbIE
nepecmpouKu, HO OHU He UMem CYWEeCmE8eHH020 NpocHocmuyeckoeo 3Hayenus npu OILJI
Lumozcenemuueckuii ananuz moocem Ovimev nonesen 6 mex ciayuyaax OILI, kozoa cunmes
xumepnozo berka PML/RARA me ocywecmensemcs. Cmanoapmuas yumo2eHemuKa makice
Modxcem cnocobcmeosams 6visieneHuto peokux eapuanmos OIIJI ¢ mom uucne ¢ t (11; 17) (923;
q21),t (11; 17) (q13; q21) u t (5; 17) (q35; q21), npusoosuyux k cunmesy XumepHvlx npoOYKmos
PLZF-RARA, NuMA RARA u NPMI-RARA coomeemcmeenrno, a maxoice opyaum, onucaHHvim
coscem  mnedasno. FISH-ananuz na PMLIRARa  ewinonmsiemes ¢ ucnoivwsosanuem
@nyopecyenmmuvix 30H008. Xoms 6 Hekomopulx cayuasx obpasyvl I[IK npucooner ons
uccnedosanus (8 uacmmocmu, Ko20d HA MOMEHM YCMAHOGNEeHUs OUuasHo3a UMeemcs
eunepaevxoyumos), FISH-ananusz nyuwe evinoaname Ha oobpazyax KM. Omom memoo
gvicokocneyuguuer, obnadaem 00CmamoyHoOU 4y8CmeumeibHOCmolo, HAMHO20 Oeulesiie U MeHee
mpyooemok, uyem xapuomunuposanue. Oonaxo FISH ne oaem wnuxaxou ungopmayuu 06
uzoghopme xumepnozo mpanckpunma PML/RARA, komopulii Heobxo0um 0as ocywjecmeneHus
Monexynapro2o monumopunea MOB.

Tem ne menee FISH mooicem Ovimv nonesen 6 ouacHocmuke npeonondaeaemvlx ciyiaes
OIlJl, npu xomopvix He ewviasusiemcsa xumepnuvii mpanckpunm PML-RARA. Tax, FISH-
uccne0osamnue Modxcem GulA8UMb peapanxcuposky zena RARA, xomopwii mooicem Ovimb
napmuepom opyeoeo — ne PML-zena.

B knunukax, 6 Komopwix Hem B03MOMCHOCHMU 6bINOJIHUMb YUMOSEHEMUUeCKOe
uccnedosanue, OuasHo3 00J1ceH Oblmv NOOmMeepicoeH 6 pegepenc-rabopamopuu. Oopazyvt KM
unu ITK 0ondcusl 66ims 0ocmasiensl 8 1abopamopuro 00 Havaia mepanuu.

OT-I1[[P-ananuz PML-RARA nposoosm na PHK, ewidenennoti uz xnemox KM, xoms
XUMEPHDILL MPAHCKPUNM, KAk npasuno, jeeko onpeodensemcs u 6 IIK Oasxce 6 cayuasx c
nevxonenueu. OT-II[P-ananuz ons evisisnenus xumeprnoco npodykma PML-RARA 6vin coz0an u
CMAaHOapmu306an 68 pamxax mexcoyHapoonou koonepayuu. OT-IIL[P sensemca «3010moim
cmaunoapmomy 0 noomeepycoenus ouacnoza OILIL  Bajicho, umo nomumo 6vicoKou
chneyuguuHoCmuy U Yy8CmMeEUmMenbHOCmU o1 onpeoensem pacnonodceHue modxku paspwviea PML,

VCMAHABIUBASL MeM CAMbIM Mapkep 01 caedyowezo monumopunea MOB. Oownaxo manoe
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koauvecmeo  PHK — (u, «kax  creocmeue,  JIOJFCHOOMPUYAMENbHLIN — pe3)ibmam,),
KOHmMamuHayus/apmeghaxmuol (10HCHONOLOHCUMENbHBIU PE3YIbIMam,), d makice OMHOCUMENbHO
ONUMenbHbuILL Nepuod NOO20MOosKYU npod (0xono 2 OHell) AGMAOMCSA OCHOSHLIMU HEOOCMAMKAMU
amozo memooa. Kpome moeo, ouens scenamenvro, umoowvl 0emeKyuro XUuMepHulX MpaHCKPUnmos
U MOHUMOPUHZ 00paA3y08 NPoBOOUIU 6 peghepeHC-1abopamopusix ¢ XOpouio 00yYeHHbIM
NePCOHANOM U DOTLULUM ONBINOM.

Onpeoenenue monexynspuoco eapuanma OIL/l (PML-RARA, PLZF-RARA, NuMA-RARA,
NPM-RARA u 0p.) mosrcem noockazams, 4y8cmeumenbhbl i ONYXoJievle KIemKi K 6030elUCmauio
ATRA** u mviuuvsika. Bapuanmur OI1JI ¢ PLZF-RARA-onKko2enoMm nioxo omeeuarom Ha mepanuio

PeMmuHoOUOamMu.

Pexomenayercsi BceM nareHTaM 10 Hadana jgeuenus OILJI (c menbro yroYyHeHus: BapuaHTa
MmyTanuu) u Bo Bpems siedenust OITJI (s Beinonuerus monuropuara MOB) npoBezenue
MOJIEKYJIIPHOTO MCClieioBanus Tpanckpuntos rena PML-RAR« ber-1, ber-2 u ber-3 8 KM
[9,10].

YpoBeHb yoenuteabHocTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
Kommenmapuu: 6 KiuHukax, 6 KOMOPLIX Hem 603MOICHOCMU BbINOIHUMb MONEKYISAPHOEe
uccnedosamue, OUa2Ho3 001xceH bblms noomeepaicoen 8 peghepenc-nabopamopuu. Obpazyvr KM
unu IIK Oondxcnvl Obimb Oocmasnenvl 8 Jjaabopamopuio 00 Hayana mepanuu. Bapuanmor
mpanckpunma PML/RARo. (berl, ber2, ber3) u sxenpeccus mpanckpunma RARo-PML cayscam
mapkepamu 0ns mowumopurea MOB npu OILI ¢ t(15; 17), Ho ne onpedensiom npocHo3

3a601e6aHUA.

Pexomenayercs Bcem manueHTam J10 Hadana v Bo Bpems Jiedenust OIlJI B xone tepanuu
NpOBEJCHUE aHalM3a OMOXMMHUYECKOro aHajlin3a KpoBH (0OmmMii Oenok, anbOyMuH,
MOYEBMHA, KPEaTUHUWH, Kalui, HATpUM, KalbLMW, JIAKTATACTUAPOreHa3a, IIeJIoYHas
¢doctaraza, amaHuHaAMMHOTpaHc(pepasa, acmapTaTaMHHOTpaHc(epaza, OuIMpyOuH
oOunii, cBOOOJHBIM M CBSI3aHHBIN) [ JUArHOCTUKHU COIYTCTBYIOIIEH MaTOJIOTUHU
(3abo1eBaHMit) M ONPEICTCHUS TAKTHKH COMTPOBOAMTENbHOMN Tepanun [1-3,5].

YpoBeHb yoenuteqabHOCTH pekoMeHaannu — C (YpoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — D)

Pexomenayercss BceM nanueHTam 10 Hadana U Bo Bpems jedeHus OILJI B xone tepanuu
UCCIIEIOBAaHUE  CBEPTHIBAIOIIEH CHCTEMbl KpPOBH (AKTHBMPOBAaHHOE YaCTUYHOE
TPOMOOIIIIACTUHOBOE BPeMs, IPOTPOMOUHOBOE BpeMsl, TPOMOMHOBOE BpeMsi, GHOPUHOTEH)
JUIsl TMarHOCTUKH COIYTCTBYIOIIEH NATOJIOTMHM U OCJIO)KHEHUH, a TaKXKe ONpEIeIICHUs

TaKTUKU CONPOBOUTEIbHOM Tepanuu [1,2,11].
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YpoBenb yoeauTeabHocTH pekoMeHaanuu — C (YpoBeHb I0CTOBEPHOCTH I0KA3aTeILCTB — D)
KommenTapun: y nayuenmos ¢ maneuwumu npusHaKamu Koa2yionamuuy Ha Smane uHOyKyuu
pemuccuu 6ce YKasamHvle NOKA3amenu OO0JIHCHbL MOHUMOPUPOBAMbCs edceonesro. Eciu ecmo

6O3MOICHOCNTb, 8 CUCMEM)Y MOHUMOPUHZA ueﬂecoo6pa3ﬂo BKJIl04YUmb mpom609xzacm02pagbu;0.

He pexomenayercsi pyTHHHOE MOJICKYJISIPHO-TEHETHYECKOE HCCIEJOBaHHE MYTallUU I'eHa
FLT3 (fms-nnogo6Hast Tupo3un-kunasza-3) B [1K uwau KM Bcem marmentam ¢ OII [2,3].
YpoBeHb yoenureabHocTH pekoMeHaanuu — C (YpoBeHb IOCTOBEPHOCTH JI0KA3aTeILCTB — 4)
KommenTapuu: vymayuu 6 eene, kooupyrowem FMS-noooouyro muposunkunasy-3 (FLT3), npu
OILlJT nabnrooaromes uawe, yem npu opyeux OMJI —y 30-40 % nayuenmos. Oonako, xoms FLT3-
Mymayuu accoyuuposansvl ¢ Oouee 8blCOKUM YUCIOM JetKoyumos 6 momenm ouaznocmuku OJI,
OHU He ABNAIOMCS KAKUM=TUOO NPOSHOCMUYECKUM (haKmMOopoM U He OKA3bL8aom 6IUsHUE HA 8b100D

mepaneemuquKoﬁ mMaxKmuKku.

Pexomengauuu no mouuropunry MOb

Buicoxosgppexmuenvim memoodom ouacnocmuxu u monumopurnea MOB npu OIJT
saensemcss memoo FISH, uyecmeumenvnocme komopoeo cocmasisiem 1. 1000, oonaxo
omcymcmeue maprepa npu 3mom ucciedoganuu ve oznavaem omcymcemeue MObB. Omcymcemeue
MOFK scez0a dondncrno 6vimeb noomeepaicoerno memooom I11[P.

Monumopune MOB neobxooum ons onpedenenus mepanesmudeckot maxmuxu npu OILJT
C CaMblX pAHHUX IMAan08 NOCMpPEeMUCCUOHHOU mepanuu.

HHocmuenymas monexynapuas pemuccus (memoo IIL[P ons onpedenenus mMoNeKyIApHOU
pemuccu O0IXHCeH 8blABNAMb He MeHee 0OHOU ONnyXone6oll Kiemku Ha 10 mulc. HOpMATbHBIX, M. e.
e20 uyscmeumenvrocmy cocmaeisem 107%) aensemcs npuHYUNUATLHLIM MOMEHMOM 6 JledeHuu
OIlJl, nockonvky omcymcmeue MOAEKYIAPHOU PeMUCCUU Nocie BbINOJIHEeHUS UHMEHCUBHOU
KOHCOMUOayuu  ceuoemenvcmeyem o HeuzbedcHom peyuouge U mpedyem  USMEHeHUs.
mepanesmu4eckol maKkmuKu.

Monumopune MOB no3gonsiem ucnoiv3o8ams 60iee UHMEHCUBHOE JledeHue V NaYUeHmos,
¥ KOMOPbIX PUCK pA3BUMUsL peyuouU80o8 eviuie, 8 Mo 8pemMs KaK npu MeHbuleM pucke nayueHmam
Modcem Oblmb NOHUNCEHA UHMEHCUBHOCb JIeHUeHUsA, YMmo MNO360JUM YMEHbUUMb YACTOmYy
HeJCeNlamenbHblX SGNeHUll mepanuu, 6 MOM YUCle Yacmomy GO03HUKHOBEHUs. 6MOPUUHBIX
onyxoneu.

Ilayuenmam, y Komopuix nocie 3a8epuieHusi KOHCOIUOAYUU NPOOOANCAE ONPEOeNsIMbCsL
XUMepHbLll  mpanckpunm  (dyecmeumenvhocms memooa 107%), Heobxooumo npodonxicume

UHMEHCUBHYIO Mepanuio ¢ Yeavblo NpedynpedcOeHusi pazeumusi peyuousa (UCnoib306ams
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npenapamol MbLUbAKA, NPeonazams NayueHmy mpancniaHmayuo 2eMonodmMu4ecKux Cmeoa08bix
knemox (TI'CK)).

THayuenmam, y komopwix evisisnen 6038pam MOB (monekyasipuslii peyuous), HeoOXoouUMo
npPoOOIdHCUMb U MOOUDUYUPOBAMb MePanuro ¢ Yeivio npedynpercoeHus passumus peyuousa. B
cayuae pannezo (0o 200a IIP) monekynsapro2o peyuouea ciedyem mMooupuyuposams mepanuio
(hanpumep, 6secmu 6 NPOMOKON yumapabun** — npoeecmu npoepammy 7+ 3 ¢
daynopybuyunom** ¢ ooze 60 me/mM*> 6 couemanuu c¢ 30-Oneenvim npuemom ATRA**
nocmapamvb s NOAY4UmMs MOJEKYAAPHbIL omeem u obsazamenvho pearuzosams npoekm T1CK.
Ilpu nozonem peyuouse (om 2cooa IIP) na ¢hone nocmosnuHou nooddepoicusarower mepanuu
ciedyem makdice evinoaHums kypc 7 + 3+ ATRA** (¢ udapyouyunom™*) ¢ Oanvuetiuer
NOCMOAHHOU nOO00epaHcUaroujell mepanueu.

Onmumanvuoli mepanuell npu pazeumuu 106020 8ApPUAHMA MOAEKYIAPHO20 peyuousa
A6IAEMCS MePAnUs MbllUbAKA MPUOKCUOOM 8 meyeHue MUHUMYM 6 mec.

MonexynapHulii. MOHUMOPUHE 0COOEHHO 8adiceH 6 nepevle 12 mec. nocie 3aepuieHusl
UHMEHCUBHOU KoHcoauoayuu. Ilo Hawum HabaodeHusm, y nooasiaowe2o 0O001bUUHCEA
nayueHmos MoJeKyIapHas pemuccusi oocmueaemcsa nocie 3 kypcoe XIT, a 6onvwas uacmo
MOJIEKYIAPHLIX U/UTU 2eMamOI02U4ecKux peyuousos Haobnodaemcs uepez 18—24 mec. nocne
oocmudcenus ITP. V nayuenmos, komopwvim unoykyus pemuccuu (MP) ocywecmensiemes ATO 6
couemanuu ¢ ATRA**,| monexynapnas pemuccusi docmueaemcs 8 nooasusaouiem OOIbWUHCIEE
cnyyaes nocie 1—2 Kypcos, a 6eposimHOCmb pazeumusi peyuousd KpaiHe HU3Kdasl.

Cmpoeocmb 6 8binoIneHuu MoHumopunea 8 meyenue 12 mec. nocie xoncoruoayuu (~18
Mec Jieduenus)) onpeoensemcs UCXOOHbIM YUCIOM JeUKOYUmos, m. e. y NAyueHmos C YUciom
netikoyumos 6 oebrome 3abonesanus >10 x 10%1 mapkepor MOB neobx00umo monumopuposams
3HauumenvHo yawe — 1 paz 6 2-3 mecsaya, NOCKOILKY GEPOIMHOCHb peyuousa y Hux Oojee
evicokas. Y nayuenmos, y komopwix mapkep MOB nepcucmupyem u nocie 3-20 Kypca
KOHCOMUOayuu, HeobXo0UMO paccmMampuéams G03MONCHOCHb USMEHEHUS Mepanesmuyeckou
MAKmuku  (NpUMeHeHue  MblUUbsIKA, 8bINOIHEHUE — MPAHCNIAHMAYUU  AJTI02EHHbIX
eemonosmuyeckux cmeonosvix kiemox (anno-TI'CK)). Monumopune credyem ocywecmensme
nocie Kaxcoo20 HO8020 NOCIEOVIOuie20 Memood 6030€eliCmauUsl.

I11]P-ananuz xnemox KM sensemcsa 6onee wyscmeumenvroim, yem IL[P-ananuz xiemox
IIK.

Ilpesxcoe uem npuHumMames mepaneemuyecKue peuleHus, OCHOBAHHbIe HA OAHHbIX
MONEKYIAPHO20 MOHUMOPUH2A, HEOOXO0UMO NOBMOPHO NOJYHUMb NOLONCUMENbHBIL Pe3VIbman
HI[P-ananusa. llpuuem, umobvl ymenbuiums 6epOSAMHOCHb NOIYYEHUs. OUUOOUHBIX PEe3VTbINamo8

U3-3a MemooudecKux nocpewHocmel uiu nymaruywvl o06paszyos, mpaunckpunm PML-RAR«a
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00.J101CeH BbIABIAMBCA NPU aHanuse ceexcenonyiennvlx kiemox KM. Bce nabopamopuu, komopuie
npoeoosm I1L[P-ananu3, Ha 0CHOBAHUU Pe3VTbMAmMo8 KOMopo20 USMEHAEMCs Mepanus, O0IHCHbL
UMemb OYEeHb JHCeCMKUL GHYMPEHHUL KOHMPOIb KA4ecmed 8bINOIHEeHUS AHATUZ08 U Y4aACMB08aMb
80 GHeulHeM KOHMPOIUPOBAHUU. [ UCKTIOYeHUs OUUDOK 8 OUACHO3e MOJIEKYIAPHO20 Peyuousa
cnedyem 6blNOAHAMb 00HO8pemenno FISH-ananuz. OOHOKpamHo2o 6vlaeneHuss MpaHCKpunma
PML-RARa memooom I[P u noomeepacoenus nonoxcumenvro2o pesyrvmama FISH-ananuzom
00CMAamouHoO O YCMAHOBNIEHUS MONEKVIAPHO20 peyuousa. Ecau omcymcemeyem 603modcHocms
svinonname FISH-ananuz, mo nosmopusiii I1L[P-ananus ciedyem 6vinoaHsams 6 Oojee parnHue
cpoku — uepes 14 Omuell nocie noyueHus: Nepavix NONONHCUMENbHBIX Pe3)IbmMamos.

Monumopune MOB cnedyem npogooums u y nayueHmos 60 6mopou Mop@hoiocudecKoll
pemuccuu  OIIJI, ocobenno koz0a ocyujecmensemcs NOO20MOBKA K  BbINOJHEHUIO
MPAHCHIAHMAYUU  AYMOAOSUYECKUX 2eMonosmuyeckux cmeonosvix kiemox (aymo-TI'CK).
3acomoska aymompancniaHmama B603MONCHA MONbKO NPU  OOCMUIICEHUU MONEKYIAPHOU
pemuccuu, NOOMEEPHCOEHHOU 08AHCObI.

Onpeodenenue maprxepos MODB nocne aymo- unu anno-TI'CK noszeonsiem 6vibupamo
Heobxooumyto mepanesmuyeckylo maxkmuxy. Oouapyocenue mpanckpunma PML/RARa 6
meuenue 3 mec nocie TI'CK ykasvieaem nHa Heuzbes’cHoCmb peyuousa, u 8 YKa3anHou cumyayuu
camvim onmumanvhvim npenapamom saensemcs ATO.

Jist mouutopunra MOB y nanuenTos ¢ OILJI B pemuccuu:

PexkoMeHnayercsi BceM MalMeHTaM MPOBOJIUTH MOJEKYJISIPHO-TEHETHUECKOE HCCieI0BaHNue
MOB npu neitkozax merogom I[P kaxxaple 2 Mec. B TeUeHHE MEPBOTO roja JeueHus,
3atem 1 pa3 B 3 Mecsila B Te4eHUe 2 JIST OCIIE 3aBepiieHus KoHconuaauun [1,3,4,12—14].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommeHTapum: Oonvnbim u3 2pynnvl HU3K020 pucka (neuxoyumsi 6 Oedrome 3a601e8aHUs
<10 x 10%1) npu Oocmusicenuu uMU MONEKYIAPHOL PEMUCCUU MOHUMOPUHS —MONCHO

ocyuecmeisims mojlbKo 6 medeHue nepeoco 200a n1eyeHus.

Pexomenayercsi ucnons3oBath KM B kauecTBe Mmarepuana mng onpegenenus MOB,
nockolbKy uccienoBanue MOb B KM 6osee nocToBepHO (BBIIIE YyBCTBUTEIBLHOCTD ), Y4EM
B [1K [14].

YpoBenb yoeauTeabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — D)

PeKOMeH)lyeTCH JJIs1 MallMCHTOB C HHP-HO3I/ITI/IBHBIM pPE3yJabTaToOM, IMOJIYYCHHBIM IIOCJIC

KOHCOJIMOaluH, HCCICIOBAHUC KM NOBTOPHUTH CITYCTA 2 HEACIIN ()KCJ'IB.TCJ'H:HO KaK B
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MECTHOH, TaKk U B pedepeHc-I1adopaTopuul I MOTYUYEHUS HE3aBUCUMOTO Pe3yibTaTa)
[2,4].

YpoBeHnb yoenurteabHocTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

Pexomenayercst BceM MaiyieHTaM Mpu MOA03peHUH U mpHu ycranoBienHoMm OILJI, a takke B
X0JIe Tepamuu C YacToTod | pa3 B 3—6 MecsAleB MOJEKYIIPHO-OHOIOTHIECKOE
UCCIICIOBAaHMEe KPOBM Ha BHUPYC wuMMyHoaedumura uyemoBeka BHY-1 (Human
immunodeficiency virus HIV-1) ans yrodHeHHs HEOOXOJMMOCTH OJHOBPEMEHHOTO
HPOBE/ICHHUS MPOTHBOOITYXOJIEBOW U aHTHPETPOBUPYCHOM Tepanuu [2,15].

YpoBenb yoeaureabHocTH pekoMeHaanuu — C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeILCTB — D)

Pexomenayercst BceM nalyeHTaM Mpu M0A03peHUH U npu ycraHoBieHHoM OILJI, a takke B
XoJe Tepanmuu ¢ 4Yactorod | pa3 B 3—6 MecsleB BBIIOJHEHUE MOJEKYJSPHO-
OMOJIOTMYECKOTO HCCIICIOBaHUs KPOBH Ha BUpyc remaruta B (Hepatitis B virus) u Ha
Bupyc renarura C (Hepatitis C virus) ¢ nenpro yTo4HEHHUs pPUCKa PEaKTHBALMH BUPYCHOTO
rernaTuTa U B ciayvae Heo0X0IuMocTH — ee npodunakruku [2,16,17].

YpoBeHb yoenuTeabHoCcTH pekoMeHaanun — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

Pexomenayercs BceM nauueHTtam npu nogo3penuu Ha OILI, a Taxke B ciyyae pa3BUTHUS
peunauBa U nocne BbinoiaHeHus amio-TI'CK ompenenenue oCHOBHBIX IpylN KPOBHU IO
cucreme ABO u omnpenenenue antureHa D cuctemsl Pesyc (pesyc-cdakrop) st
BO3MOXHOCTH BBITIOJTHEHHUSI 3aMECTHTEIHHON TeMOKOMIIOHEHTHOM Tepanuu npy HATHIHA
THIOKa3aHuii 10, BO BpeMs HiH rocie Tepanuu [2,18].

YposeHb yoeauTeabHoCcTH pekoMeHaanun — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

Pexomenayercsi Bcem manuentam ¢ peuunuBoM OITJl mocne mocTrkeHHss BTOPOM U
MOCHEAYIOINUX PEMUCCHN KOHCYJIbTallMd B TPAHCIUIAHTAIIMOHHOM IIEHTPE C LEIbIO
OTpeIeTICHHU 1IeJIECO00Pa3HOCTH U BO3MOKHOCTH BBITIOJTHEHHs ayTo- 1tk ayuto-TTCK [1-
3,5].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

2.4. UHcTpyMeHTAJbHBIE THATHOCTHYECKUE HCCTEe0BAHUS

Bcem nayuenmam, y komopuix nooospesaemcs ouazno3 0Cmpozo (RpomueioyumapHozo, 8
yacmHocmu) 1eukosa, 00axceH Oblmb NOMYYEH YUMOJIOSUYECKUL Npenapam KOCMHO20 Mo32a
nymem nyHKyuu. Ima OUazHOCMu4ecKkas npoyedypa MoNcem He nposooumscs (UCKouumenvHo')
68 mom cnyuae, Ko20a Koiuvecmeo Onacmuulx kiemok 6 IIK oocmamouno Ons evinonnenus

MOJIEKYIAPHO-cEHEeMUYECKUX MCCJZQ()OBCIHHIZ, a |y nayuenma pesucmpupyemcs MAcCusHblll
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2exw0ppa2uuecz<uﬁ CqupOM cEMAMOMHO2O0 muna, npu Komopom A1000€e eMeuamebCmeo MoXcem
COI’lpOGOJfC()aI%bC}l paseumuem Ho8blx 00BbEeMHBIX 2eMAMOM. ﬂﬂ}l OI1JI ucknouumenvHo 8aNCHbIM
Aejsiemcs nojlydyeHue a0eK8amuo20 KOCMHOMO3208020 NyHKmama, makKk Kax OOILUUUHCMBO QbOPM

xapaxmepuszyemcsi 271y00Koll JieliKOneHuell.

Pexomenayercss BceM mnamueHTaM Ha MoOMEHT auarHoctuku OIUI u B xome Tepanuu
BBINIOJHATE peryisipHo (npu jedenun ATO — He pexe | paza B HEHEN0 B NEPHOJ
unaykiun pemuccun (MP), nanee — 1 pa3 B 2—3 Hejenu) perucTpaiuio, pacmudpoBKy,
OINKMCAHNE ¥ UHTEPIIPETALIUIO AIEKTPOKAPAUOTpaPUUECKUX TaHHBIX JIJIS BHISIBICHUS U/UITN
MOHHMTOPHUHTA HApyIIEHUH MPOBOJAMMOCTH HMITYJIbCOB B CEpPJACUYHON MBIIIIE IS
CBOCBPEMCHHOM JIMarHOCTHKH CUHIpoMa ynnHeHHoro QT-unrepsaina [19,20].

YpoBeHb yoenuTeabHoCcTH pekoMeHaanun — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 4)

Pexomenayercst Bcem manuentam ¢ OILJI go mavana cneunduueckoit Tepanuu, a TaKxke B
XO0Jle JICYCHHUS €KeMecsAyHoe (C Y4YeTOM HalW4yus COMYTCTBYIOIICH NATOJOTUH U
KIIMHUYECKOW CHUTYyallMd MOXET OBITh 4allle), a TaKKe MPU HEOOXOIUMOCTH B JIFOOOM
MOMEHT B T€YCHHE BCETO IMEPHOJa JICUCHUS BBITIOJHEHUE YXOKapaAuoTrpaduu I OLICHKU
(bYHKIIHOHATIBHOTO COCTOSHUS CepaevaHOM MbIiisl [2,20].

YpoBeHb yoea1uTebHOCTH pekoMeHaanuu — C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

Pexomennyercsi Bcem maruentam ¢ OINJI mo Hauvana crnenuduyeckod Tepanuu, B XOJ€
JIeYeHusl ¢ 4acToToll oT 1 pas3a B Mecsl] Wi pexe (C y4eTOM HaJIM4YHs COIyTCTBYIOLIEH
[aTOJIOTUU M KIMHUYECKOHM CUTYyalluu), a TaKKe U HE0OXO0AUMOCTH B 1000 MOMEHT B
TEYEHUE BCEro IMepuoja JICYCHUs BBIIOJHEHHWE PEHTIeHOTpapuu W/UIM KOMITBIOTEPHOM
tomorpaduu (KT) opranoB rpy1HON KJIETKH JIJIsl BBISIBIICHUS M3MEHEHUH JISTOYHON TKaHH
¥ OpraHoB cpepocteHus [2,4].

YposeHb yoeauTeabHoCcTH pekoMeHaanuun — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Pexomenayercst Bcem manueHtam c¢ OIJl mo nawana crneuuduueckoil Tepamuu, B XOHAe€
JICYCHHST C 4acTOTOM OT 1 pasa B Mecsll U pexe (C y4EeTOM HaJIWYHUsl COMYTCTBYIOIIEH
MaTOJIOTHUH M KIIMHUYECKOW CUTYaIlH), a TaK)Ke MPU HEOOXOAMMOCTH B JTFO00M MOMEHT B
TE€YEeHHE BCero mnepuoja jeueHus BoinonHenne KT ronoBHoro mosra 6e3 KoHTpacTa Ajs
BBISIBIICHHSI W/WMJIM MOHUTOPHHTA M3MEHEHHH B CTPYKTYpax rojIoOBHOTO Mo3ra [2,4].

YpoBenb yoeaureabHocTH pekoMeHaanuu — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — D)
KommenTapuu: KT 2onoenozo mozea npu OIJI nado evinonnams écem nayueHmam 8 nepgvle OHU
OUASHOCTMUKU, MAK KAK MO2ym Oblmb 6ecCUMNMOMHbIe UHMPAKPAHUATbHbIE Kposousauanus. Ilpu

NOABJTIEHUU 20JI08HbIX 60]161/7, MEHUHZU3IMA, COHJIUBOCMU, 3ASPYIHCEHHOCMU HA d)OHe mepanuu
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pemuHou()aMu KT 2on06b1 6binonnsemcs 06;z3amefsz0, ad CNUHHOMO0320645 NYHKYUA 6bINOJIHAEMCA

nocne KT (ecau nossonsiem koauuecmeo mpomooyumos).

Pexomenayercss Bcem manuentam ¢ OIUJI mo nHaganma cmenmduueckodt Tepamuu, B X0
JIeYEHUs C 4acTOTOU OT 1 pasza B Mecsl] WK peke (C y4eTOM HalMuus COIyTCTBYIOLIEH
MATOJIOTUU U KJIMHUYECKON CUTYalllu), a TaK)Ke MPU HEOOXOAUMOCTH B JIF0OOH MOMEHT B
TE€YEHHE BCETO NEpPHOJa JICUEHUs BBINOJIHEHHUE YJIbTPa3ByKoBoro uccienosanus (Y3UN)
OpraHoB OpIOUIHOW TMOJIOCTH C ONPEAECICHUEM pa3MEpPOB II€UYEHHU, CEJE3€HKU WU
BHYTPUOPIOIIHBIX TUM(PATHUECKUX Y3JI0B, a Takke ¥Y3M opraHoB Masioro tasza y KeHIIUH
Y IPEJICTATEIbHOM KeNe3bl y My4HH JUJIsl JTUarHOCTUKHA U MOHUTOPHHIA COITYTCTBYIOILIEH
narosyoruu [2,4].

YpoBeHb yoenuTeabHocTH pekoMeHaanuu — C (YpOBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

2.5. UHbIe TMarHoCTHYECKHE UCCICI0BAHNS

HMHble TuarHoCcTUYECKUE UCCIEeN0BAaHMS HE IMPUMCHAIOTCA.
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3. JleueHue, BKJIOYAsI MeIMKAMEHTO3HYI0 U HEMeTUKAMEHTO3HYI0 Tepanuu,
AMETOTEPanuIo, 00e300,1UBaHNEe, MEAUINHCKHE MOKA3AHUS

H NMPOTHUBONOKA3aHUA K IPUMECHCHHUIO METO10B JICHCHHUSA
Hasnauenme u mnpHMEHEHHE JICKApCTBEHHBIX IIPENapaToB, YKAa3aHHBIX B KIMHHYECKOM
pPEKOMEH/IallMM, HaANpaBJICHO Ha oOOeCIeYeHHe NalHMeHTa KIWHUYeCKH d3(PQeKTuBHON u
0e301acHO MeTMITTHCKOM OMOIIBIO, B CBSI3H C YeM MX Ha3HAuUCHHE U IPUMEHEHHE B KOHKPETHON
KJIMHUYECKOH CHUTyallud OMNPEAEIsIeTCS B COOTBETCTBUH C HMHCTPYKIMSAMH II0 NPHUMEHEHHIO
KOHKPETHBIX JICKAPCTBEHHBIX NPENapaToB ¢ pPean3alieil MPeaCTaBICHHbIX B HHCTPYKIIMU Mep
IPEJOCTOPOKHOCTH MIPHU UX MIPUMEHEHHH, TAK)KE BO3MOKHA KOPPEKIHS 103 C YUETOM COCTOSHUS

namucHTA.

3.1. OcHoBHBIe npuHIMILI Jeyenus OILJI

PexoMeHnayercsi manueHTaM ITIpU BO3HUKHOBeHMHM Tojo3peHuit Ha OINJI KIMHHYECKYIO
CUTYAIHMIO U JIIOOBIE NEHCTBUS B OTHOLICHNH MAIMEHTa PACIEHUBATh KaK HEOTIOKHBIC U
He3aMeUTUTEIbHBIE, B TOM YHCIIE 10 TEeHETUYECKOTO TIOATBEPIKICHHSI TUarHo3a HaunHaTh
COIIPOBOJIUTEIILHYIO ~ TEPAIlMIO, HAMpaBJICHHYHD HA KOPPEKIMIO TreMocTasa, H
cnenuduyeckyro tepanuro ATRA** (cm. pasmen 3.2. «llepBuuHble AeMcCTBHS 10O
MIPOBEICHUIO COTIPOBOIUTENLHON TEPAINuy NpHU moo3peHun Ha nuarno3 OILJI» u pazmen
3.3.3. «Jleuenue koarymnonarumn») [1-3,5].

YpoBeHb yoenuTeabHocTH pekoMeHaanun — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapum: xoms cywecmeyem o00wuil KOHCEHCYC 6 OMHOWEHUU HeoOX00UMOCmu
MONEKYNAPHO-2eHeMUUecko20  noomeepxcoenuss  ouazrosa OV,  ougghepenyupyrowasn
(mapeemuas) u COnpoBOOUMENbHASL Mepanus OO0JNCHbL OblMb  Hayamvl 00 NOJYYEHUs.
pe3yibmamos ceHemuyeckux mecmos. Heooxooumo yyumseieamo arodvie nooospenus na OII:
Hanuuue y NayueHma msixicesol Koazylonamuu, 2emoppacudyeckozo CUHOPOMA, NeUKOneHul,
XapakmepHou MOphOI02ULeCKOU Kapmukbl O1aCmMHbIX K1emoK. Bo écex makux ciyuasx ciedyem
Hauuname mepanuto ATRA** nemeonenno u npooondxcamo ee 00 mMomenma NOOMEEPIHCOEHUs

ouazsHo3a U e2o ONPOBEPIHCEHUSL HA OCHOBE CEHEMUUECKO2O UCCNIE00B8AHUS.

Pexomenayercss mamueHTam ¢ BepudunupoBanHbiM  OIIJl MHOyKIIMOHHAs —Tepamus,

BKIItOUaromas couyeranHoe npuMeHeHue ATRA** 1 aHTpallMKIMHOB ¢ HUTapaOUHOM™*
wiu 6e3 Hero (ctannapTHbld nmoaxon) aud6o ATRA** u ATO (anpTepHAaTUBHBIN MOAXON)
[1-3,5].

YpoBeHb yoenureabHocTH pekoMeHaannu — C (YpoBeHb I0OCTOBEPHOCTH I0KA3aTeILCTB — D)
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KoMmMeHTapum: 6cem nayuenmam He3asucumo om uHUYUaIbHo2o aetkoyumo3sa kypce XT 0ondicen
Obimb Hauam He no3onee 3-20 O om Havana nevenus ATRA**. Ilayuenmam c uuciom
netikoyumosg >10 x 10%x kypc npomueoonyxonesvimu npenapamamu HaUUHAIOM 0OHOMOMEHIMHO
¢ ATRA**, Onmumanvuvim Onem nauana xkypca X1 01 nayuenmog ¢ 4UCIOM JIEUKOYUMOS
<10 x 10%1 moacem cuumamvcs 2-ii denv om nauana npuema ATRA** nockonvky K smomy
8pemeHU Yoice 00axceH Obimb noomeepicoen ouaznos OILJI u eeposmuocms pazgumus paHHe2o

PEMUHOUOHO20 CUHOPOMA KpAliHe MAd.

3.2. IlepBH4YHbIC JeHCTBHSA 0 MPOBEICHHUIO CONPOBOANTEILHON TEPANIUH IPU MOA03PEHUHA

Ha nuaruo3 OINJI

COl'[pOBOJII/ITeJIbHaﬂ TEepalusi, HAIIpaBJICHHAasA HA KOPPEKUMUI0 reMocTrasa

BHympZ/lMOS’ZOGble KpOBOU3TUAHUA, Jl€ecOUYHble U ()pyeue Kpoeomederust A6JIAI0MmCcs
UacmosiMUu HCUHEYZPOAHCAIOUWUMU OCTIOHCHEHUAMU OIlJI ecneocmeue 2py6b1x KoacyJiAyuOHHbIX
HapymeHuﬁ. Omu ocnodrcHenus He MOAbKo CIMAHOBAMCA Hauboiee Yacmou npuquHoﬁ cmepmu Ha

PAHHUX 9MAanax uHOYKYUOHHOU Mepanuu, Ho HepeoKo pa3sUsaromcs 00 YCMAaHo81eHUus OUACHO3A

OIL/l u nayana mepanuu [21,22].

PexoMeHnayercsi BCeM NalMEHTaM HAyaJio CONPOBOJIUTEIILHOW TEpAIluu, HANpaBJICHHOW Ha
KOPPEKIIMI0 KOAryJoNnaTHH, HAYMHATh HEMEJUICHHO TPU MUHHMAaJIbHOM TOJO3PEHUH Ha

OIJI [23,24].
YpoBeHb y0eTUuTEIbHOCTH peKOMeHAaluH — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENLCTB — 3)
KommenTapum: mepanus 0ondicHa 6Kkmouams  ceedcezamopodcenuyro  naasmy (C3I1) u
Kpuonpeyunumam, mMpaHc@ysuio  mpomMOOKOHYeHmMpamos Ojisi  N000epIHCAHUs.  YPOBHs
xonyenmpayuu  Qubpunocena >1,0-152/1 u xonuuecmea mpomboyumos >50 x 10%x.
Monumopune smux noxazameneu 00IHCeH BbINOIHAMbCA NO Kpatinel mepe 1 pas 6 Oenv (npu
Heobxooumocmu — yawe). Taxas mepanus O0IHCHA NPOOOIIHCAMBC 8 MmedeHue 8ce20 Nepuood
UHOVKYUOHHOU mepanuu 00 UCHE3HOBEHUS 6CeX KIUHUYECKUX U AAOOPAMOPHLIX NPUSHAKOS
koazynonamuu. Cnedyem obpawame SHUMAHUE HA (AKMOPbI, NOGLIUAIOUUE DUCK DPA3GUMUS
Ghamanvubix KPOBOUTUAHUL U KPOBOMeEUeHUU. Dmu (pakmopsl ciedyowue: yice cOCmosguieecs
unu akmugnoe Kposomeuenue, eunoguopunozenemus (<1,0 2/n), nogviuienue yposus npooyKkmos
dezpadayuu ¢ubpuna unu D-0umepos 6 couemanuu ¢ ygeiuyeHuem npompomouHo08020 8pemeHu
UlU  AKMUBUPOBAHHOZ0 — YACTMUYHO20 — MPOMOONIACMUHOB020 — 8DEMEHU, ad  Mmakdice
eunepieukoyumo3s, Haiuuue onacmuuix kiemox 6 IIK, evlcoxkuil yposeHb KpeamuHuHa, NioXou
comamuyveckuti  cmamyc. Cnedyem  uzbecamv — Kamemepuzayuu  YeHMPAIbHLIX  G€H,
CNUHHOMO3208bIX NYHKYUU U OPY2UX UHBAUSHLIX Npoyeoyp (Hanpumep, OPOHXOCKonuu) nepeo

Hayaiom mepanuu U 6 nepuod HUP 6 cea3u ¢ 6bicOKUM PUCKOM ecemoppacudecKux OCIOJNCHEHULI.
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Yemanoeka yenmpanbhoco 8eno3noco kamemepa OOANCHA BbINOIHAMbBCSA ONbIMHLIMU BPAYAMU
MOILKO NOCNe KOppeKyuu Koa2ylayuoHHwlx Hapyuienuil. Kpome mozo, npokoazynsiyuonHulil
cmamyc npu OIIJl moocem He MOAbKO NpuUEOOUMb K YBEIUUEHUN) PUCKA 2eMOPPAUYeCcKUX
OCNOJHCHEHU, HO U YBeTUNUBAMb PUCK MPOoMO03086. [Ipeumywecmeo om ucnoib308aHus 2enapuna
Hampus™*,  mpanHexcamogol  KUCIomwvl™*,  AMUHOKANPOHOBOU  Kuciomel™™,  opyeux
AHMUKOARYAHMO8 UNU UHSUOUMOPOE PUOPUHOIU3A CNOPHO U He OOKA3AHO, U MU NPEenapamsl He
QOJIHCHBL UCNONB308AMBCA GHE KIUHUYECKUX ucnvimanui. Ecmv makoice coobwenus o cuyyasx
UCNONB308AHUSL peKOMOUHaHmHo2o ¢pakmopa VIlo. 6 ciyuae msgicenoeo, dcusHeyepolcarouezo

kposomeuenus [25,26].

3.3. JleyeHune nanMeHTOB ¢ BIIEPBHIE VCTAHOBJECHHLIM quarao3zom OI1JI

3.3.1. Cnennduyeckas (TapreTHas, ejeHanpapJeHHasi) Tepanusa HHIYKIUH PeMUCCUH

Pexomenayercs mauuentam ¢ OIJI tepanus WP, npeacrapnsitomas co6oi 0JHOBpEMEHHOE
npumenenre auddepennupyromiero  jedenus (ATRA**) u  IUTOCTaTHYECKOTO
BO3/ICHCTBUS, BKJIIOYAIOIIETO BBICOKHE JI03bI AHTPAIMKIMHOB M LUTapabuHa** (MoOryT
npuMeHsaTbes pekumbl AIDA, 7+ 3 winm npyrue — cm. mnpuinoxenue A 3.1.) s
ONTHUMAJIbHOW TePANUK U TOCTHKEHHS XOPOIIHMX PE3yJIbTaToB JicueHus [27].

YpoBeHb yOeTUTEIbHOCTH PeKOMeHAauu — A (YPOBEHb JI0CTOBEPHOCTH 10KA3aTEIbCTB — 2)
KommeHnTapum: camvle nepgvie paHOOMUUPOBAHHBIE UCCAEO08AHUSL NO  COYEMAHHOMY
npumenenuto ATRA** u XT noxazanu 6e3zycnosnvie npeumywecmea OaHHO20 NOOX00a nepeo
cmanoapmuou XT. XT cocmosina uz Kypcoé anmpayukiuHamu 8 8bICOKUX 003aX 6 COUeMAanull uiu
be3 yumapabuna™*. @panyyzckas epynna npooeMOHCMpUpos8ald 6 PAHOOMUSUPOBAHHOM
uccneoosanuu APL-91, umo npoyenm oocmudicenus pemuccuu 6 cpynne, 20e ¢ X1 npumensniace u
ATRA**, cocmasun 91 % 6 cpasnenuu c 81 % 6 epynne XT. Aumanuz 0oneocpouHoll
ahpexmusHoCmU NeUeHUsE IMUX Jce NAYUECHMOB NOKA3AL, YO YemblpexiemHsisi 6eccoOblmuiinas
8bIAHCUBACMOCIb NAYUEHMO08, KOMOPbIM npogoounacs X1 coemecmuo ¢ ATRA**, cocmasuna 62 %
6 cpasnenuu ¢ 15 % y nayuenmos, y komopwix 6wina moavko XT (p <0,0001) [28].

Pso0  xkaunuueckux uccnedosanuti (KH), nposedennvix 6 meuenue nocieoHezo
decamunemust, NO38OAUL ONMuUMUUposams cxemy egederuss ATRA** u aumpayuxiunos. Tax, 6
panoomuzuposannom uccredosanuu Eeponeiickoii epynnot no OILJI 6bi10 yemko nokasamno, umo
Haubonee 3¢ppekmusHviM A612emcs 00HOBpeMeHHoe, d He NOC1e008amelbHoe, NpUMEHeHUe
ATRA** u XT [29]. B oOanvuetiuiem 3mo Oblio maxxice noOMEEePHCOeHO 6 Opyeux KpYNHbIX
MHO20YEeHMPOBbIX ucciedosanusx [27]. Umenno umoau smux ucciedosanuii npusenu K momy, ymo
npoepamma covemannozo npumernenus ATRA** u XT aumpayuxiunamu cmana cmanoapmom

neuenus nepsuunovlx OI1JI.
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OOHO3HAUHBIX JHCeCMKUX peKoMmeHOayuti no evibopy npozpammvl X1 nem. Pesynromamul
HeCcKObKUx panoomusuposantvix KU, evinonnennvix ¢ Espone u CLLA, nokasanu, umo Ha gone
nocmosinnozo npuema ATRA** sgppexmusnocmo npoepammer 7 + 3 (0o3a oaynopybuyuna**
60 ye/m?), ucnanckoti npoepammur AIDA, anenuiickoti npoepammer DAT/ADE, nemeyxoti
npocpammol  TAD/HAM oounakoea [27]. Boavwuncmeo ucciedoéamenell CKIOHAIOMCSA K
NPUMEHEHUIO PUCK-A0ANMUPO8aAHHO20 UCKAHCK020 npomokoaa AIDA, nockonbKy npu 00UHaKo8ol
ahpexmusnocmu y He2o cyujecmeenHo menvliue NoKa3amenu moKCUYHOCTU.

Onvim Poccuiickoti Hayuno-ucciedosamenvckou epynnwvi no jedenuro OILl mooicHo
pestomuposams 6 2 smana: 1) npumenenue 7+ 3 + ATRA** (1 nunommnoe u 2
PAHOOMUBUPOBAHHBIX UCCed08anusl) u 2) npumenenue npoepammvl AIDA (mpemumnoun**,
uoapyouyun**, mumoxcanmpon™**) [4]. Umoeu | smana npodemoncmpuposanu, umo 6 pamkax
MHO20YEHMPOBO20 83aUMOOellCEuUs npoyenm docmudicenus pemuccuu cocmasun 90 %, a panneii
nemanvHocmu, coomgeemcmeenno, 10 %. O6wasn evicusaemocmo (OB) u 6espeyudusnas
sviocusaemocmo (BPB) 6 meuenue 5 nem docmuenu 80 u 88 % coomeemcemeenno, npuuem
BbIICUBAEMOCb NAYUEHTNO8 8 MeX 2eMaAmOoN0SULeCcKUX YeHmpax, KOmopbvle peKpymuposanu 6
uccneodosanue bonee 6 NAYUEHMOS, 3HAYUMO OMIULALACH 8 JIYYULYIO CHOPOHY OM meX YeHMpOos,
20e onvim e0eHUs maKux nayueHmos ovin meHvuie. llpumenenue npomoxona AIDA y nayuenmos
¢ enepevle gvisisnennvim OITJI cmonw sce s¢hghexmuesno: mpexnemusis OB u BPB cocmasunu 86,7
u 75,8 %. Oman uHOYKYUOHHO20 Ne4eHUsi CIOHCHBIU U mpedyem MAacCUBHOU CONPO8OOUMENbHOU
mepanuy, 3manvl KOHCOAUOAYUU 3HAYUMENLHO MeHee MOKCUYHbL U MO2YM GbINOIHAMbCA 8
aAmMOYIAMOPHOM pexcume.

Omxa3z om ucnonb308anusl CMAHOAPMHO20 NOOX00A O0NHCEH PACCMAMPUBAMBCS MONbKO
8 UCKIIOYUMENbHBIX CyYasx, 6 komopwlx XT npomusonokasana (Hanpumep, maxjceids OpeaHHas
HeOdoCmamoyHOCmb, mepanus aHmuxkoazyisiHmamu, nayuenm cmapute 80 1em), a maxoice 8 mex
CYYasnx, K020a albmepHamueHvie 8apuarHmvl UHOVKYUOHHOU mepanuu OUKmyomcs COYuaIbHo-

IKOHOMUYECKUMU (])aKmopaJvzu uiau l’ZpOG@()éHM@M KAUHUYECKUX UCNbIMAHUL.

Pexomenayercs nanuentam ¢ OITJI mpomexxyTOYHOr0 M HU3KOrO pucKa (IpymHibl pUCKa B
COOTBETCTBUU cO cTapod kiaccudukanueit OILJ) mpu Hamuuuu BO3MOXKHOCTH
NpUMEHEHHE B MHIYKIIMOHHOM Tepanuu komOuHanuu ATRA** u ATO [27].

YpoBeHb yOeTuTeILHOCTH peKoMeHaauuu — A (YpOBeHb IOCTOBEPHOCTH /I0KA3aTeILCTB — 2)
KommenTapuu: nocie coobwenuii 06 ycnewnvix pesyromamax aedenuss ATO nayuenmos c
peyuousamu OIL/l uz Kumas, a 3amem u u3 3anadnvix cmpau, Ovll npogeder pso KU,

HanpasienHvlx Ha oyeHKy s¢pgexmusnocmu ATO 6 unoykyuonnou mepanuu nepsuunvix OIIJI
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[30-32]. Yacmoma oocmuoicenus IIP 6 smux ucciredosanusix sapvuposaia om 86 oo 95 %.
Oonaxo credyem ommemums, ymo ATO couemancs ¢ mepanuei ATRA** u/unu XT.

B yenom smu mmuocoobewarowue pezyromamol mepanuu, ochogannou Ha ATO,
NOKA3b18AOM, YMO COOMBEMCMEYIujee CpaeHeHue co CmaHoapmuuim nooxooom ATRA** +
AHMPAYUKIUHBLL  C  MOYKU 3peHus dpgekmusHocmu, 0e30nacHocmu U IKOHOMUYECKOU
agppexmusenocmu  a6155eMcs  ONPABOAHHLIM. MO  NpeononodceHue OvlI0 NOOMBEEPIHCOCHO
Dpe3yIbmamamu - MHO2OYEHMPOBO20  PAHOOMUSUPOBAHHO20 — UCCNIE008AHUS,  NPOBEOEHHO20
obwvedunennot Eeponeiickoti uccnedosamenvckoti epynnou ¢ okmsaops 2007 no cenmsaopv 2010 2.
[33,34]. Ocnosnoui yenvio smoeo uccredosanus 6vi10 CpasHeHue >hHeKmusHOCmU RPOMOKOIA
AIDA u ATO 6 couemanuu c¢ ATRA** y nayuemmos c¢ OIL/l u3 epynnvl Huzkoeo u
APOMENCYMOUHO20 PUCKA. AHANU3 00N20CPOUHBIX PE3YIbMaAmMos8 NOKA3Al, YUMo 2-1emHusis oowas u
beccobvimuiinas  eviowcusaemocms  nayuenmos ¢ OIJI, neuenue Komopvim npPo8OOUNU
ATO + ATRA**, oocmosepro nyuute, uem npu ucnoavzosanuu npomoxona AIDA: 98,7 u 91,1 %
(p = 0,03);, 97,1 u 85,0 % coomeemcmeenno (p = 0,02). bviro ommeueno, Yumo MoOKCUYHOCHb
NPOCPAMM  YUMOCMAMUYECKO20 8030€UCmEUsl 3HAYUMO Bblule 6 CPABHEeHUU C NpPOoSPaAMMOuU
OuUoNI02UYLeCK020 TIeYeHUs.

Omo nepsoe macumabrHoe MHO20YEeHMPOBOe UCCIIe008aHUe, OPUYUATLHO 3aKpenusuiee 3a
ATO 6 couemanuu ¢ ATRA** cmamyc smanonnou npoepammol nevernusi OIJI.

Iockonvky ATO cmanu wupoxo npumensimos 6 Kauecmee mepanuu Kax 2-u, max u 1-i
aunuu y nayuenmos c¢ OILIl, mo nobounvim s¢hghexmam, 6o3nuxarouum 6ciedcmeue e2o
UCNONIL30B8AHUSA, NOCMOAHHO YOeIAom cyujecmeentoe enumanue. K cepbesHvbiM 0CI0HCHEHUAM
omHocam cuHopom ouggepenyuposxu onyxonesvix kiemox OIJI, pazeumue eunepeikoyumosa,
yvonunenue QT/QTc-unmepeana, nepughepuueckyro NOAUHEUPONAMUIO, NOBPEHCOeHUe NeYeHU U

nouex [33,34].

Pexomenayercss  mpoaomkuTh  sedeHne ~ ATRA** 1o koHcTatauum — TOJTHOM
reMaToJIoruueckoi pemuccun [1-3,5].

YpoBeHb yoenuTeabHoCcTH pekoMeHaanuu — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

He PEKOMECHAYETCA MCEHATH CTAHAAPTHYIO HHAYKIOWOHHYIO TEpalriO0 B 3aBUCHUMOCTHU OT
BBISABJICHUS MApKEPOB, KOTOPBIC PACCMATPHUBAIOTCA KakK (baKTOpBI HCGJ’IaFOHpI/I}ITHOF (O)

NpOTHO3a (TaKhe KaKk BTOPHYHBIC XPOMOCOMHEBIE HapymeHus, myTtarus FLT3, sxcnpeccus
CD56 u BCR3 PML-RARA) [1-3,5].

YpoBeHb yoenureqabHOCTH pekoMeHaannu — C (YpoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — D)
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He pexomenayercss MoauduIMpoBaTh JieYeHHE, OCHOBBIBASICH HA OOHAPYXEHUH OJaCTHBIX
kietok B KM, naxe nHa 50-i u Oonee aeHb JiedeHHs (MO3THSS TEPMHUHAIbHAS
muddepeHIMPOBKA) U MPU BBISIBICHUH XUMEPHOTO T€Ha C TIOMOIIBIO ITUTOT€HETUYECKOTO
WA MOJICKYJISIPHOTO aHalln3a B 3TH ke cpoku [1-3,5].

YpoBenb yoequTeabHOCTH pekoMeHaanuu — C (YpoBeHb I0CTOBEPHOCTH I0KA3aTeJIbCTB — D)

3.3.2. Jleuenue KoaryaonaTuu

Pexomenayercsi mamuentaMm ¢ BepudunupoBanueiM OIIJI B mporecce MHIYKIIMOHHON
Tepanuu MNPUMEHATH TPaHCHY3UOHHYIO TEpaluio TPOMOOKOHIEHTpaTaMu  JJis
TIOJIepKaHus YPOBHs TpoMbo1uToB kposr >50 x 10%1 u C3I1/kpuonperumnuratom ais
HoJIepKaHus ypoBHs GudpuHOreHa >2 /i1, nporpoMOuHoBoro uxaekca — >80 % [1-3,5].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuu — C (YPOBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuu: ucnonvzosanue ATRA** ne ommenuno acpeccusnoil samecmumenbHoll mepanuu
KOMNOHEHMAMU KPOBU, A TUULL HECKOILKO YMEHbULUIO 00beMbl UCHOLb3YEMbIX MPAHCHYIUOHHBIX

cpeocma.

He pexoMeHnayercsi UCIOJNb30BaTh B PYTHHHOM TMPAKTHKE TeMapuH  HATpUS™™*,
TPAHEKCAMOBYIO KHUCIOTY**, JIpyrue aHTHKOAryJsSHThl WA WHTHOUTOPBI (HOpHUHOIN3A,
TakK KaK UX MPEUMYIIECTBO OCTaeTcs cropHbiM [1-3,5].

YpoBeHb yoenuTeabHocTH pekoMeHaanuu — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

3.3.3. Jleuenune runepieiKoUTO3a

Pexomenayercs nanuenTtam ¢ BepuduuppoBanabiM Ol ¢ runepnelikonnto3zom (0coOEHHO
6onee 50 x 10%m) Ha pone mporpammel XT npoenenue muazmadepes3os (M1a3Ma00MEHOB

1o 1,5-2 m) [1-3,5].
YpoBenb yoenureabHocTH pekoMeHaannu — C (YypoBeHb I0OCTOBEPHOCTH JI0KA3aTeIbCTB — D)
KomMmenTapuu: ewinonnenue niasmagepesoé nokazaHo He moIbKO 6 Kauecmee npoyeoypl,
HAnpasieHHou HA NpoQUIAKMUKY U JledeHue CUHOpOMA pacnaod ONYXolu, HO makdxice U Ha

KOppeKyuro KoazyaiayuorHolx ocioxcuenuil ([{BC-cunopom,).

He pexomenayercs mnamuentam ¢ OIIJI mpoBenenue neiikadepesa u3-3a pucka pa3BUTHUSA
(aranpHBIX TeMopparndeckux ocnoxxnennit u IBC-cunnpoma [1-3,5].

YpoBenb yoenureabHocTH pekoMeHaannu — C (YypoBeHb I0OCTOBEPHOCTH /I0KA3aTeILCTB — D)

29

PekomeHaoBaHO K U3yyeHuto pegaktopamm canta MeaYHusep - https://meduniver.com/



3.3.4. Jleuenue nooounbIx 3ppexToB ATRA**, [IpodpunakTuka u jjedyeHue CHHAPOMA

nuddepeHINPOBKH 0ONYX0/1€BBIX KJIETOK

PexkoMenayercsi BceM ManueHTaM MOAOMpaTh MHIMBUAYAIbHO pekuM Tepanuun ATRA™,
Ipy He0OXOAMMOCTH €r0 U3MEHATh AJIsl YMEHbIIEHUs T000YHOro JIeHCTBUSA Mpenapara u
IPEeIOTBPALICHUS Pa3BUTHS WK yMeHblIeHus nposiieHuid J{C (cm. npuinoxenue A 3.2.)
[35].

YpoBeHnb yoeauTeabHoCcTH pekoMeHaanuu — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

Pexomennyetcsi Bcem naruentaMm ¢ OIJI ¢ konmmuecTBoM nelikonutoB >10 X 10%1 Ha3Hauatk
JeKcaMeTa3oH** B 103e 2,5 mr/m? 2 pas3a B CyTKH BHYTPUBEHHO (B/B) B TeueHue 23 nHel
¢ nenbto npodunaktuku passurus JIC [35].

YpoBeHb yoenuTeabHocTH pekoMeHaanuu — C (YpOBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 5)

Pexomenayercss Bcem manuentam ¢ OIlJl ¢ MUHUMAalbHBIMH TOJO3PEHUSAMH Ha Haydajo
paszeutus JIC He3amemmuTeIpHOE Ha3HAUYCHHE JeKkcaMmeTa3oHa*™* B mo3e 10 mr/mM2 w20
MT 2 pa3a B CyTKU BHyTpuBeHHO 10 Kynupoanus JC [35].
YpoBeHb yoenuteabHocTH pekoMeHaanuu — C (YpOBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapmii: ssedenue dexcamemazona** oasice npu manetiuem nooosperuu Ha J{C aensemcs
cmanoapmuuim nooxooom k anedenuio J[C, necmomps Ha mo 4umo npsmvie 00KA3amenbCmea momy,
umo npogurakmuieckoe 8geoeHue NIOKOKOPMUKOUOO8 CHUNMCAEm JIeMAlbHOCMb, CEA3AHHYIO C
IMUM CUHOPOMOM, omcymcmeyiom. Tem He MmeHnee 8 HEKOHMPOIUPYEMbIX UCCIe008AHUAX DbLIO
NOKA3aHOo, Ymo npoyeHm ghamanvhuvlx ucxo0os npu passumuu /[C na ¢pone npoguraxmuueckoco
66e0eHLUs. 2TI0KOKOPMUKOUOO0E Y nayueHmos ¢ aelikoyumamu 6onee 5 x 10%1 cuuocaemes.
Beposmnocmuv pazeumus J{C onyxonesvix Kiemok @vluie y NAYUEHMO8 C UHUYUATbHBIM
netikoyumoszom (>5 x 10%1) u napywenuem @ynkyuu nouvex (kpeamunun >123 mrmons/).
Ilosmomy pannee nauano XT 6 couemanuu c¢ ATRA** u npogunakmuueckoe 6sedenue
2NIIOKOKOPMUKOUOO8 AGNAIOMCA CIMAHOAPMHBLIM NOOX000M K JIeYeHUI0 8 MOl yepodicaiouyell
orcusnu cumyayuu. Y nayuenmos ¢ wuciom neiikoyumog >10 x 10%1 XT obviuno nauunaemcs 6
meueHue HeCKOIbKUX 4acos nocie npuema nepsou 003t ATRA**. Umenno smo nozeonsem 3s1mo
HOO KOHMPOIb KOA2YIONAMUI0 NpU 00OHOBPEMEHHOM CHudcenuu pucka pazeumus /[C, uacmoma

Komopo2co 0COOEHHO 6bICOKA )Y dMux nayueHmoe.

Pexomenayercst BpeMeHHOe MpekpaiieHue crenugpuyeckoir tepanuu (ATRA**) Tonpko B
ciydasx Tsokeno npotekarorero JIC [1-3,5,35].

YpoBeHb yoenuTeqabHOCTH pekoMeHaannn — C (YpoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — D)
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3.3.5. Onenka 3¢ (peKTUBHOCTH HHIYKIIMOHHOM Tepanuu

Peszynomamuor mopgonocuueckoeo, yumozenemuuecko2o u MOAEKYJIAPHO20 UCCIEO08AHULL
8 KOHYe UHOYKYUOHHOU Mepanuu O0IXHCHbL UHMEPNPEeMUPO8amucs ¢ O0abUOU OCMOPOICHOCMBIO.
Kax yoice ommeuanoco, mopgonozuueckue ocobenHocmu, oOHaApyICUBAIOWUECS 8 Npoyecce
ougppepenyuposxku OIACMHBIX KIEMOK HA (QOHe MAaApeemHOl mepanuu, 8Cmpedaromcs 0adice
nocjie HeCKOIbKUX Hedelb om Hadana aedenus: (00 40—50 ouetl) u mozym npueecmu K OuUOOUHOMY
YCMaHOBNIeHUuo nepeuyHou pesucmenmuocmu. Kpome moeo, 3adepowcka oughgepenyuposxu
Onacmubix  KIemok Mmodicem npusecmu K oOHapyacenuto kiemox ¢ t(15;17) memooamu
cmanoapmuou yumoeenemuxu unu FISH, ¢ ocobennocmu xoe0a smu mecmovl 8bINOJHAIOMCS 6
pauHue nepuoovl nocie 3asepulenus UHOYKYUOHHO2O Kypca. Omu mopgonocuveckue u
yumozeHemuueckue uccie008anus He OOJIHCHbl NPUBOOUMb K MOOUuKayuu arevenus. A neuenue
¢ ATRA** ogonoicho 6vimb npodondiceHo, umodvl obecneuumv 00CMAMOYHOe 6pems Os
mepmMuHanibHou ougpgepenyuposxku oracmuvlx snemenmos. Kax obcyscoanoco eviue, IIP
docmueaemcs npakmuyecku 8o ecex cayuasax OIJI ¢ dokazannvim xumepuovim cenom PML-RARa.

Monekynapnoe uccnedoganue nocie nepeo2o Kypca UHOYKYUOHHOU mepanuu He umeem
001bUL020 KIUHUYECKO20 3HAYEHUS], MAK KaK noaodcumenvusii pesyiomam I[P na smou cmaouu
Modicem  ompacams  340epiHCKY  CO3PEe6aAHUsl ONYXONe8blX KIemoK, da He UCMUHHYIO
pesucmenmuocms. Takum 00pazom, epadu OOIHCHBI B030EPHCUBAMBC OM MEPANesmuUYecKux
peulenuli Ha 0CHOBe pe3yIbmamos 8 Smu KOHMpPoabHble CPOKU. B npomusononoscnocme smomy,
pesynomamul  IIL[P-ananuza, nposedennozo nocie 3asepuieHusi KOHCOAUOAYUU, NO380JIAI0M

onpeoenams pUcKk peyuousa y KOHKpemHo20 nayuenma.

3.4. KoHcoIuaupyolas Tepanusi

Heobxooumocmov koncoruoayuu u onumensvuou noooepacusarowei mepanuu npu OIIJT
ookaszana ewje 8 «0opemurouoHyro spy». C momenma eneopenus ATRA** bvino noxazano, umo
monekynsipuas pemuccusi OILI docmucaemcss npumepno y 95 % nayuenmos nocie mpex
nociedosamenvhvix Kypcos XT ¢ anmpayuxiunamu (1 undoykyuonnolii u 2 KOHCOAUOUPYIOUIUX).
Jaunviti  pakm u cman OCHOB0U Ol NPUHAMUA  OMO20 NOOX00d KAK CmaHoapma
koncoauoupyrowei mepanuu [1-3,5,36]. Oonaxo nexomopwie éonpocewl, ceszantvle ¢ 5motl pazou

mepanuu, ocmaroncs CnOPHbIMU.

Pexomenayercss manmerntam ¢ OIIJI, 3aBepmMBIIMM MHAYKIMOHHBIA JTall JIEYEHHS,
MpUMEHEHHWE KOHCONMMaupytomeld Tepanuu ¢ BkaouyeHneM ATRA** mus cHmwxeHus
BEPOSTHOCTH Pa3BHUTHsI peruanBa 3adonesanus [1-3,5,36].

YpoBenb yoenureqabHocTH pekoMeHaannu — C (YypoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — D)
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KomMmenrtapmii: npumenenue #ATRA** ¢ cmandapmmuoii 0oze (45 me/m? 6 Oenv) 6 meuenue
15 oneii 6 couemanuu ¢ XT 6 nepuod KoHCOAUOUPYIOWe20 Ne4eHUsi CHUNCAem pPUCK pa3eumiusl
peyuousa [37]. Poccuiickas epynna no neuenuio OJI pexomenoyem npumenenue ATRA** na écex

omanax mepanuu OIJI [4].

Pexomenayercst manueraTam ¢ OIJI, monmyuyaBmuM Ha nHayKInoHHOM dTane ATRA** u XT,
OPOBOJIUTH 3 Kypca KOHCOJNWAALMH, BKIIOYAIOMICH AHTPAUKIMHBL (MAapyOummH**,
nayHopyOurmH** u mutokcanTpon**) (cMm. mpuioxenue A 3.1.) [27].

YpoBeHb yOeTUTEILHOCTH PeKOMeHAauu — A (YPOBeHb IOCTOBEPHOCTH I0KA3aTEIbLCTB — 2)

Pexomenayeres manuentam ¢ OIJI BeicOKkOro prcka, moay4yaBIIMM Ha UHIYKIIMOHHOM JTare
ATRA** u XT, mpoBOUTh KOHCOJIMIALNIO C BKIIOUEHHEM 110 KpaiHen mepe 1 kypca XT
CO CTaHJIAPTHBIMH WJIM CPSTHUMH J103aMH nuTapabuna** (cm. npunoxenne A 3.1.) [38].
YpoBeHb yOeTUTEIbHOCTH PeKOMeHAauH — B (YpOBeHb I0OCTOBEPHOCTH 10KA3aTEJILCTB — 3)
KomMmeHTapuii: co gpemenu nepeoeo ycnewno2o onvlma ucnoib308aHusi 0ayHopyouyuna*> ¢
Kauecmee MOHOmMepanuu u 00 HACMoAwe20 epemenu poisb yumapadbuna™™ npu OIIJ/l ocmaemcs
cnoprou. Hu oono u3z uccrnedosanuil, nposedennvix 0o noseienusi ATRA**, 6 mom uucne
PAHOOMUUPOBAHHBIX, HE NOKA3AI0 NPEUMYuecms 000asienus yumapaouna™™ K anmpayukiuHam
1O CPABHEHUIO C UCNONIb308AHUEM BbICOKUX 003 aHmpayukiuros. C ekitoueHuem 6 OO0IbUUHCTNGO
kaaccuyeckux npomokonoé ATRA** cnopwi o poru yumapabuna™* ocmanuce nepewennvimu [27].
Cnedyem ommemums, YMO COBMECMHbIUL AHANU3 Pe3YIbMaAmos JleyeHus NayueHmos,
exnouennvix 6 uccreoosanus PETHEMA u Eeponeiickoii epynnvt OIJI, npodemoncmpuposan
0OUHAKOBO HUZKYIO YACHOMY PA3GUMUSL PEYUOUBOS )Y NAYUCHMOE MOJI0JCe 05 1em ¢ IetiKoyumamu
<10 x 10%1 6 Oebrome 3abonesanus HE3ABUCUMO OM MO0, KAKYIO MEPANUIO UM NPOGOOUTU:
MOHOMEPANUI0 AHMPAYUKIUHAMU UTU AHMPAYUKIUHBL 8 cOYemanuu ¢ yumapabunom™*. Tem He
MeHee ObLIU NOLYYEeHbl Pe3yIbMamvl 6 NOJIb3Y BKIOYEeHUs YUMapabuHa™> y nayueHmos 8blcoko2o
pucka ¢ unuyuansuuim aetikoyumoszom >10 x 10%a, nockonvky wacmoma pazéumus peyuousos
Ha MOHOmMepanuu anmpayukiunamu oviia eviuie [38].
Poccutickasa uccneoosamenvckas epynna npeonazaem HNpuMeHAmMs yumapadun™** y
NAYUEHMO8 U3 2PYNnvl 8blCOKO20 PUCKA 8 NepUuo0d KOHCOIUOAYUU 8 Kayecmee OOHO20 U3 mpex
Kypcoe Konconudayuu (yumapabun** 200 me/mM* 6 Oenb 6 6ude NOCMOAHHOU 6/6 UHDY3UL 6

meuenue 7 Onell  couemanui ¢ MUmoxcanmponom™* 10 me/m? 6 1-3-1i Onu) 6 pamxax npomoxona

AIDA [4].
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Pexomennyercsi marmentam ¢ OIJI, monmydaBmmM Ha WHAYKIMOHHOM 3Tanie ATRA** n
ATO, mnpoBoauTh KoOHCONHMIAIMIO Takke kKomOmHanmeir ATRA** uw ATO (cm.
npuioxenune A 3.1.) [33,34].

YpoBeHb yOeTUTEILHOCTH peKOMeHAanuu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)
KommenTapuii: xax yoce ommeuanoco, ATO sensemcs oOHuM u3 camvix 3¢pgexmusHblx
npenapamog 6 aeyerue OILJI. I[locie 00H020 UHOYKYUOHHO2O KYPCA HEODXOOUMO €20 NPUMEHAMb
U 6 nepuoo KoHcoauoayuu. J{okazamenbHuIX UCCIe008anUll, YKA3bI8AIOWUX HA ONMUMATbHYIO
NPOOOIAHCUMELHOCb KYPCO8 KOHCOIUOAYUU, UX HUCTO0, HeobXxooumocmb codemarust ¢ ATRA**,
noKa He nposedeHo. B nacmoswee epems nposedenvi paHOOMUSUPOBAHHBIE NPOCHEKMUBHbBIE
uccnedosanus, Komopule 00KA3aIU 8blcokyio dghghexkmusnocmo ATO npu HU3KOU MOKCUYHOCMU 8
nevenuu nayuenmog c¢ OIIJI u3 cpynnbi HU3KO20 U NPOMEHCYMOUHO20 pucka. B smux

uccnedosanusx ovliu npedycmompetsl uemulpe 4-nedenvuvix Kypca konconudayuu ATO u gocemsb

2-neodenvuvix kypcos ATRA** [33,34].

Pexomenayercss mammentam ¢ OILJI, 3aBepmmBIIMM MporpaMMmy KOHCOJIHAMPYIOLIEH
Tepanuu, MOJICKYJIIPHO-TEHETUUECKOe uccienoBanue Mmytanuid B rene PML-RARA
MeroaoM [IIP ¢ uyyBCTBUTENBHOCTHIO MO KpaitHell mepe 1 X 10* mo KM uist orneHKH
MOJIEKYJIIpHO# pemuccun [1-3,5].

YpoBeHnb yoenuTeabHocTH pekoMeHaanuu — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

He pexomennyercsi y nmauuentoB ¢ OILI B mepBoii MONEKYJISIPHONH PEMHUCCUM BBIMOIHSTH
ayto- mwin auto-TI'CK [1-3,5,36].

YpoBeHb yoeauTeabHOCTH pekoMeHaanun — C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuu: svinoanenue TI'CK y nayuenmos ¢ OILJ/I 6 nepeoti IIP ne noxazamno. /s kpatine
He3HauumenvbHou yacmu nayuenmos ¢ nepcucmenyuei MOB nocne 3asepuienusi Koncoauoayuu
anno-TI'CK cnedyem paccmampueams nuws 8 mom ciyyae, eciu ecmv nooxooswui HLA-
uoeHmuuHslll OoHOp. M3-3a moco, umo y smux NAyueHmos Mocym OmMeyamvcs paHHue
peyuoussl, Moxcem OblmMb UCNOIL308AHA OONoAHUmMeNbHAas mepanus (Hanpumep, ATO) ¢ yenvio
KOHmMpoa 3a601e8anusi u 01 0ocmudicenus monexynsapuou I[P neped mpancnianmayueil.

B nacmosawee epemsa noumu eecv onvim ¢ TI'CK 6bin ocHoan HA UCNONb308AHUU
MUENoadIAMUBHO20  peHcuMd  KOHOUYUOHUPOBAHUSA. [laHHbIX O NpUMEHEHUU  pexcuma
NOHUMNCEHHOU UHMEHCUBHOCU NPU IMOM 3a001e6AHUU HEeMm.

YV nayuenmoe uz epynnvl vbicOK020 pucka pazeumus peyuousa nocie O00CMUNCEeHUs
monexyasaprotl IIP modcem 6vimb ocyujecmanena 3a20moeka aymonocUiHblX CME0L08bIX KIenmoK
Kkposu ¢ yenvto evinoanenuss aymo-11'CK kax xonconuoupyioweti mepanuu. Ilpu smom

Heobxo0umo, umodvl 6 CcOOpaHHoM KiemouHom cyocmpame memooom III[P xumepnolii
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mpanckpunm He onpedensics. Hecmompsa Hna xopowiue pesynbmamoul, OOCMuUcHymvle npu
UCNONB308AHUU D020 NOOX00d, POLb MPAHCHIAHMAYUY ABTIAEMC HeONPeOeNeHHOll, NOCKOIbKY,
KAaK NOKAa3an pso UcCie008aHull, 00J20CPOYHASL DEMUCCUSL Modcem Oblmb O0CMUSHYmMA ¢

nomowvio Heckonbkux Kypcos ATO.

3.5. HoaaepKuBaIIass Tepanus

Pexomenayertes y naruerToB ¢ OIL, 3aBepmmBIIMX IporpaMMy HHIYKIIUN U KOHCOJU AN
pemuccun 6e3 mpumenenuss ATO, mpoBoauTh nopnepkuBaromiee jeueHue ATRA**,
METOTpEeKcaTOM** M MepKanTonypuHOM™* B TeueHHe IBYX JIeT JHOO 10 KOHCTATAIMH
peunauBa [29,39].

YpoBeHb y0eIuTEIbHOCTH peKoMeHAanu — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 2)
KomMmeHnTapuu: necmompss na mo umo 3¢pgpexmusnocms nodoepoicusaroujeti mepanuu Owvlida
00Ka3aHa 6 08yX panoomusuposanivix ucciedosanusax [29,39], npodonsxcaiomes ouckyccuu o
HeoOX00UMOCMU ee NPUMEHEHUsL Y NAYUEHMO8 8 MOJIeKVIAPHOU PEMUCCUU.

Poccuiickas uccnedosamenvckas epynna pexomeHoyem UCnoIb306ams ONUMENbHYIO 2-
JIemHI010 no0depacusarowyto mepanuto y écex nayuernmos ¢ OIJI nezagucumo om epynnvi pucka
npu  00513aMeNbHOM — MOAEKYIAPHOM  MoHumopunee MObB u  onmumanvHeiM — cuumaem
nooodepacusarowee neverue no npoepamme AIDA [4].

IToooepaicugaiowjas mepanus mepkanmonypurom** ¢ 0oze 50 me/m?> 1 paz 6 Oenw
NOCMOAHHO (MONOKOM He 3anuéams) u #memompexcamom™** ¢ doze 15 me/m? 1 pas 6 nedenio
Hauunaemcs uepes 3() OHell nocie nociedne2o Kypca koncoruoayuu. #ATRA** — ¢ meuenue 2 neo.
(1-15-u onu) u npumensiemes 1 paz 6 3 mec. [4].

XT npexpawaemcsi uepe3 2 200a om MOMeHMA 3A6ePULCHUs KOHCOIUOAYUU, eCUu 8

meueHue ce2o nepuooa HadbIoeHUs He ObLIU ONpedeieHbl MOIEK)ISAPHbLE PEYUOUBDI.

Pexomenayercsas BceM manumeHtaMm ¢ OILJI, mosmydaromuMm NOANEP/KMBAIOLIYO TEPAIHIO,
peryisipHoe BbinonHeHue ooduiero ananuza [1K ¢ moacyerom neiikonutapHoi GopmMyasl 1
onpejieieHueM 4YHclia PETHKYJOIMTOB U  TPOMOOIMTOB Ul  CBOEBPEMEHHOM
Mo (UKAIMH 103 IIUTOCTATHYECKHX npenapaTos [1-3,5].

YpoBenb yoenureqabHocTH pekoMeHaannu — C (YypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbCTB — D)

Pexomenayercs Bcem manuentam ¢ OIJI, momyuaromum noaaepKUBArOLIYI0 TEPAINHIo, ©
yacToToM 1 pa3 B 3 mMec BBINOJHATH LIUTOJOTHYECKOE UccienoBanre nmyHkTata KM, a
TaKkKe MOJICKYJISIpHO-TeHeTHUeckoe uccienaoBanue rena PML-RARA metomom TP ¢
YyBCTBUTENLHOCTHIO MO Kpaifneit mepe 1x10* mo KM ans xontpons MOB wu

CBOEBPEMEHHOM JUAarHOCTHKH peruausa [1-3,5].
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YpoBenb yoeaureabHocTH pekoMeHaanuu — C (ypoBeHb I0OCTOBEPHOCTH I0KA3aTeILCTB — D)
KomMmeHnTapuii: npu xoncmamayuu MOoaeKyispHo20 peyuousa (08axcovbl NO3UMUBHBIU OMeEem
P unu couemanue I1L]P u FISH), 8603Huxuie2o Ha ¢hone noodepaicusaiowe2o ieuerus, mepanus

UBMEHAEMCAL.

3.6. [IpoduaaKkTHKA BOBJCYEHUS HEHTPAJILHOH HEPBHOM CHCTEMbI

Topaosicenue yenmpanvroti nepenou cucmemvl (LIHC) sensemca camviv vacmolm
axcmpamedyansipuvim ouaeom npu OII. Tax, no kpatineti mepe okono 10 % eemamonocuueckux
peyuousos conposoxcoaromes gosreveruem L{HC. Ilosmomy eozmodcnocms eoeneuenus [[HC
cnedyem paccmampugams y no6o2o us nayuenmos ¢ OI1JI ¢ negponocuyeckumu CUMRMOMAMU, U

OHA 00NHCHA ObIMb UCKTIOYEHA ) 8CeX NAYUEeHMO8 ¢ peyuousom [2].

Pexomenayercsa nauuentam c¢ OIIJI Beicokoro pucka mnocie AocTHXeHUs nepsoi [P
npoduIaKkTuKa HEHpoNelKeMHH WHTPAaTEeKalbHBIM BBEIEHHEM #MeToTpekcara*™*15 mr,
urapabuna** 30 mr u gekcamerazona** 4 mr [40].
YpoBeHb y0eTuTEIbHOCTH peKOMeHAaluH — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 3)
KommenTapmii: nockonvky 6onvwuncmeo L[HC-peyuoueos 6os3nuxaem y nayueHmos ¢
2UNepaelKoyumo3om, Hekomopule ucciedosamenu exuouarom npogurakmuxy eosievenus L{HC
Y nayuewmos GulCOKOU 2pynnvl pucka. [ns maxkux nayueHmos yeiecooOpasHo OMIONCUND
npoghunakmuxy Heuponeluxkemuu 00 momenma oocmudicenust [1P, max kax 6 nepuoo uHOYKYUOHHOU
mepanuuy 04eHb 8bICOK PUCK OCTIOHCHEHUL, C8A3AHHBIX CO CNUHHOMO0320801 nyHKyuel. Poccutickas
uccne0o8amenbeKas 2pynna makice npUOepHCUBAemcs MHeHUsi 0 HeodX0OUMOCMU 8bINOIHEHUS
npouiakmuxku  HeuponeluKeMuu — UHMPAMEKATbHLIM — 86edeHuem  memompexcama™*,
yumapabuna** u oexcamemaszona** y nayuenmos ¢ uHuyuanbHoIM aelikoyumosom >10 x 10%
[4].

Ilayuenmam evinonusemcs 5 MoMOANbHBIX NYHKYUll (c 66edenuem 3 npenapamos) &

nepuoo Kypcoe unoykyuu/koncoauoayuu, 3amem 1 paz 6 3 mec.

He pexomenayercs npoduiiaktuka Heiposelikemun y nanueHTtoB ¢ OIJI Huskoro pucka,
T. €. €CITM UCXOHOE YHCIIO0 JeHKommTOoB He mpesbimano 10 x 10%m [40].

YpoBeHb y0eTuTEeILHOCTH peKOMeHAanun — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

3.7. Ocoobie cavuau OILJI

3.7.1. lanmeHTHI cTapIIel BO3PACTHOI IPYNIbI
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Pexomenayercs nanueHToB crapiie 60 JeT B XOpOIIeM COMaTUYECKOM CTaTycCe JICUUTh TaK
e, Kak U ocTalibHbIX manueHToB ¢ OIUI ¢ yyeTom KOppeKIHUH 103 HUTOCTATUYECKUX
npenaparos [41].

YpoBenb yoeaureabHocTH pekoMeHaanuu — C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeIbLCTB — 4)
KommenTapmii: ¢ omauuue om opyeux ¢oopm OMJII, OIIJI y nodxcunvix nayueHmos 8via6isiemcs
CPABHUMENLHO DPEeOKO U UMeem OMHOCUMENbHO ONa2oNpUAmMHbIN UCX00. IDhdexmusnocms
nevenus nodcunvix nayuenmos ¢ OIIJI conocmasuma ¢ makogou y monoowix. Kpome moeo,
HOJMCUTIBIX NAYUEHMO8 Yaue 8ce20 OMHOCAM K 2pYnne HU3K020 PUcKd no CpasHeHuio Moa00bLMU.
OOnaxko y nOXMCUNbIX UY 3HAYUMENIbHO Gblule NOKA3amenu MOKCUYHOCMU, 00VCI081eHHOU
mepanuetl (bo/iee 8blCOKAs YACMOMA PA3BUMUs CENcUca U y8eruyeHue CMepmHoCmu, CesA3aHHOU
¢ nevenuem). Poccuiickas uccredosamenvbckas 2pynna peKomMeHoyem NPUMEHAmMs Y NOHCUTIbIX

nayuenmos npomoxonl AIDA, 8 komopom npedycmMompero cHudiceHue 003UpPO8OK AHMPAYUKTUHOS

[4].

3.7.2. IlaumMeHTHI ¢ TAKEJ0H COMYTCTBYIONIEH MATOJIOTHEH

Pexomenayercss mamueHTaM C TSOKENOM COMYTCTBYIOLIEH MATONOTHEW paccMOTpPETh
BO3MOXKHOCTL JieueHus koMmOuHammein ATRA** u ATO 0e3 WHCHOOIB30BaHUS
IUTOCTaTHYECKUX mpernaparos [1-3,5,36].

YpoBenb yoeaqureabHocTH pekoMeHaanuu — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeILCTB — D)
KomMmenTapuii: 6vii0 paspabomaHo HeCKONbKO aNbMEPHAMUBHBIX NOOX0008 6 JedeHuu
nayuenmos ¢ OILJI, nanpasnennvix Ha ceedeHue K MUHUMYMY npumernenus X1. bonvuwuncmeo u3z
Hux ocHosanvl Ha npumeneruu ATRA** u ATO ¢ munumanonou XT unu 6e3 XT. Dmu nooxoosi
Mo2ym Oblmb UCHONL308AHbL Y NOHCUNLIX U MOJIOObIX NAYUEHMO8 C MANXCENOU CONYMCmeyoujet
namonoeuetl, komopwvim uumeHncusnass X1 npomusonoxazawa (Hanpumep, y NAYUEHMO8 C
KapouanibHoU namoao2uell uiy 0py2oll cepbe3noll opeannou namonozueit). Kax u npu mepanuu
ATRA** ¢ aumpayukiunamu, yeavro 1edeHus y maKux nayueHmos 00JHCHO OblmMb 00CMUNCEHUE
MOJIEKYNIAPHOU  peMUCCUU ¢ NOCMOSAHHbIM Monumopurneom MOB ¢ yenvlo onpedenenus

HeobX00UMocmu 8 OONOJTHUMENbHOU MePanuu.

3.7.3. Jleuenne OILJI npu GepeMeHHOCTH

Huaenocmuxa OIJI 6o épems bepemenHocmu — cobvimue 00801bHO PeOKOe, HO MeM He
MeHee 6nonne peanvHoe. B smoil cumyayuu éonpoc pewaemcs cxoxcum ¢ nederuem ecex OJ1
obpazom [42]. Ilpu ouacnocmuxe OIII ¢ | mpumecmpe pexomendyemcs npepbvieanue

bepemennocmu. dma npoyedypa OO0JHCHA BbINOIHAMBCS 8 YCI08UAX NOIHOU MPanc@y3uoHHOU
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obecneyennocmu  mpomboyummuvimu  Konyenmpamamu, C3I1. [locre abopma HemednreHHO
Hauunaemcsi mepanusi ATRA**. Eciu na momenm niaaumupyemoil npoyeoypvl y RAYUEHMO8
ommeuaemcs cenepanuzosannviii [{BC-cunopom, mo npepuvisanue bepemeHHoCmu YeaecooopazHo
OMA0IHCUMb 00  KYNUPOBAHUSL 2eMOPPASULECKUX —OCLOJICHEHUll, KOmopvie Mo2ym Obimb
HUBEUPOBAHBL KAK CUMNMOMAMUYECKY, MAK U — 8 CIYHASAX ObICMPO20 pazeumus 1euKko3d — C
HOMOWBIO NONHOO03HOU adekeamnou XT. B nocieonem ciyuae bepemeHHOCHb MOdcem Oblmb
npepgana nocie oocmudicenusi IIP — uepes 30—45 Oueil. Bvinonnenue npoepammuoi mepanuu
OIlJI npu bepemenHOCmuU CMAIKUBAEMCS C BONPOCOM O OOKA3AHHBIX MePAmoceHHbIX d(hpexmax
ATRA**, komopuie 0bycrosnenvl ee anmuaneuoceHHviMuU ceoticmeamu. [loasmomy ucnonvzosanue
mpemunouna** 6 | mpumecmpe, Kocoa npoucxooum 3aKia0Kka 6cex OopeaHos Nniooq,
nomenyuanvHo onacuo. Ilpumenenue ee 6 couemanuu ¢ XT 6o |l u Il mpumecmpe, nocne
Gopmuposarnus niayeHmol, He MOAbLKO ONpasoaro, Ho u Heodoxooumo. Kypcer XT moeym 6vimo
cmandapmuvimu (7 + 3 ¢ 00301l daynopybuyuna** 60 me/m? na eeedenue) 1bo 6viMmb OCHOBAHDL
Ha npomokone AIDA (monomepanus udapyouyunom™**).  Medcoynapoousie sKcnepmol

** cnocoben npoHukame uyepe3 NiAyeHMapHwvlil dapvep 8

npedocmepezarom, Ymo uoapyouyuH
Oonvbweti cmenenu, yem 0ayHopyouyun™*,

Poccuiickoii uccnedosamenvckoti epynnoti Haxonien onvim no Jnevernuio 10 bepemenHwlx ¢
ookaszannvim OILT [43]. IIpumenenue monomepanuu uoapyouyunom** ¢ couemanuu ¢ ATRA**
0Ka3an0Ch 8bICOKOIPHEKMUBHBIM U MEHee MOKCUUHBIM 8 CpaeHeHuy ¢ 7 + 3, anomanui niooa He
8bls81eH0. B numepamype makoice cyujecmayiom omoeibHule onucanus ciydaes no aeveruro OILJI
y bepemennvix. Bo écex coobwenusx neyenue npouLio YCnewHo, He Oulio 3apecucmpuposano
BPONCOEHHBIX AHOMANUU N00A, 8Ce 0emu POOUTUCL 300po8biMU. Tem He MmeHee 8 psde clyuaes
coobujaemcs 0 NPexoOAWUX HAPYWEeHUsAX pumma y niooda. B ceasu ¢ smum na ¢gone npuema
ATRA** u 6sedenus aHmpayukiuHo8 pekomeHOyemcs mujameibHbulll MOHUMOPUHE CepOedHOl
desmenbHOCMU Y NI100A.

Ilocne pooopaspeuienus pekomenoyemces Hauunams nocieoyiowuii Kypc X1 He panee uem
uepes 2 ned. Kopmnenue epyowio 3anpeweno. Kypc koncoruoayuu nocie pooos oonxcen Obimv
8b10pan MeHee UHMeHCUBHbIM (6 uacmuocmu, uz npomokona AIDA kypc 1-kpammnoeo egedenus
uoapyouyuna™* unu 4-onesHoe 6gederue Manvlx 003 UOAPYOUYUHA™™ ), NOCKOILKY 8ePOSMHOCHb
pazeumus pamanbHuIX UHGEKYUOHHBIX OCTONCHEHUN Y NAYUEHMO8 NOCIe POOO8 OUeHb BbICOKASL.

Lenecoobpasno nauamo npuem ATRA** u 6 xonye 2-nedenvbno2o yukia 6bINOIHUMbL 86e0eHUE

yumocmamuiyecKux npenapamoe.
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Pexomennyetcst manueHaTkaMm rpu auarnoctuke OILJI B Teuenue | Tpumectpa 6epeMeHHOCTH
BBITIOJTHUTh MCKYCCTBEHHOE MPEPhIBAaHKE OCPEMEHHOCTH MO MEIUIMHCKAM TTOKA3aHHIM
[42,44].

YpoBenb yoeaureabHocTH pekoMeHaanuu — C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeIbLCTB — 4)
KommenTapuu: ATRA** obnadaem evicoxum mepamoeennvim Oelicmeuem u 3anpewjeHa 0Jis

ucnonvzosarus 6 | mpumecmpe 6€p€M€HH06’mu.

He pexoMeHayeTcsi TPUMECHSTEH [IPOU3BOIHBIE MBIIIbIKA, KaK BHICOKO SMOPHOTOKCHYHBIC, B
ar060M TpuMecTpe 6epementoctu [43,45]

YpoBenb yoequTeabHOCTH pekoMeHaanuu — C (YpoBeHb I0CTOBEPHOCTH I0KA3aTeIbLCTB — 4)

Pexomennyerca y manmeHtok ¢ OIUI B | TpumecTtpe OepeMEHHOCTH, HE IKENAIOMIMX
npepbiBaTh OEpEMEHHOCTh, B KayeCTBE MHJIYKLUHU HCIOJb30BaTh JayHOPYOULMH™* B
MOHOTEpANUU UM B COUETAHUU C IUTApaOMHOM™** B J103aX, aHAJIOTUYHBIX TAKOBBIM IIPH
JeYcHUH HeOepeMeHHBIX MaueHToK (cM. nmpuaoxkenne A 3.1.) [42].

YpoBeHb y0eTuTEIbHOCTH peKOMeHAaluH — B (YpOBeHDb I0CTOBEPHOCTH 10KA3aTEILCTB — 3)

Pexomenayerca nanuentkam c¢ OILI, nuarnoctupoBanHeiM Bo Il umm Il Tpumectpe
OepeMEeHHOCTH, B KadyecTBe MHIYKIUU ucnois3oBaTh ATRA** B koMOuHamum c
unapyourmaoM™* (cm. npunokenne A 3.1.) [43].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuu — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

Pexomenayercst OepeMEHHBIM NAIICHTKAM BBITIOHATH POAOPA3PEIICHIE METOIOM KecapeBa
ceuenus [43].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuu: 6wi00p cnocoba pooopaspewieHus onpeoeisiemcs COCMOsAHUeM Nniood,
COMAMUYeCKUM CMAamycom NAYUeHmKu, 2emMamoni0eudecKumMu HnoKa3amenimMu u cmpoeo 8
coomeememauu ¢ akyutepckumu noxazanusimu. Camonpouseoivivie poobl MO2ym Oblmb 8blOPatbl
KaK cnocob pooopaspeuienus MoONbKO Npu Hawuduu y nayuenmxu pemuccuu  OMII,
YOO0BNIemBOPUMENbHBIX NOKA3amenel 00uje2o amaiusa Kposu, npu Xopouiem COMAmudecKom

cmamyce nayuermKu U CoOCmoAHuu niooaq.

Pexomenayercsi OepeMEHHBIM TAlMCHTKAM, MOJYYaloNMM Jjiedenue mo mosogay OIL,
pojopaspelieHre BBIIOJIHATE B TEPHOA MEXIy Kypcamu (onTuManbHO Ha 33-34-i
uenene) [43].

YpoBenb yoeaureabHocTH pekoMeHaanuu — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — 4)
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KommenTapuu: wecmomps na oesonacnocmov XT 6o |l u Il mpumecmpe 6epemennocmu, ee

I’lp06€0€HM6 CBA3AHO C 8bICOKUM PUCKOM CNOHMAHHbIX a50pm06 u npe.?fC066p€M€HHblxp0606.

PexomeHayeTcss BBINOJHATH €KEHEACIBHBIM KOMIUIEKC MCCIEAOBAHUM [JI1  OLIEHKH
(YHKIIMOHAJIBLHOTO COCTOSIHUS T1J10/1a ¢ 0COOBIM BHUMaHUEM K KapAHaJIbHON (DYHKITMU Ha
done nporpammuoii XT OITJI [42].

YpoBeHb y0eIuTEIbHOCTH peKOMeHAanuH — B (YpOBeHDb 10CTOBEPHOCTH 10KA3aTENLCTB — 3)

PexomMeHnayercsi npu MJIaHOBOM MPEKIEBPEMEHHOM POJIOpa3pellieHnH Ha cpoke 24-35 Hen
MPOBOJIUTh NPODHUIAKTHKY CHHIPOMAa OCTPOTO PECHUpPaTOPHOTO JUCTpecca y
HOBOPOXJCHHOTO — B/B BBEJICHHE #1ekcameTa3zoHa™* 12 mr 2 BBeneHus uepe3 12 4acoB 3a
2 CyTOK J10 posoB [46].

YpoBeHb y0eIuTEIbHOCTH PeKOMeHAaluH — B (YpOBeHDb I0CTOBEPHOCTH 10KA3aTEILCTB — 3)

He pekomeHayeTcsi KOpMIICHUE TPY/ABIO MOCIIE poIopa3pelleHus Ha (HOHE MPOI0IIKAIOIICHCS
XT [42].

YpoBeHb yOeTUTEIbHOCTH peKOMeHAanu — B (YpoBeHb I0CTOBEPHOCTH 10KA3aTEJILCTB — 3)

He pexomenayercs xenuaaM ¢ OIJI miaHupoBaHue GepeMEHHOCTH B MEPUOJ JICUEHUS
ATRA™* Bo BpeMsi KOHCOIUAUPYIOUIEH WU NOAAEepKUBAIOIIEH Tepanuu (TepaToreHHbIN
apdexr ATRA**) [44].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuu — C (YpoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

3.8. Jleuenne permausa OIJ1

Ilo 0annvim pazueix uccredosanuil, npumenenue monomepanuu ATO 6 newenuu peyuousa
OII noseonsiem docmuuv 2-ti monexynaprou pemuccuu 6 70-90 % cayuaes [47,48]. B mo sce
8peMsl UCNONIb308AHUE MPAHCHIAHMAYUOHHBIX NOOX0008 Y NAYUEHMO08, KOMOPbIM 00CmueHyma 2-
a pemuccua OIlJl, nokazvigaem ux npeumyuecmeo neped ucnoavzosavuem moiavko ATO-
cooeporcawux npozpamm. Tak, nanpumep, uccredosarnue egponetickot zcpynnvl LeukemiaNet
nokazano 3-nemuioro OB y 80 % oOoavnvix nocne npumenenuss aymo-TI'CK 6o emopoii
MONEKYISPHOU pemuccuu no cpasienuio ¢ 59 % y nayuenmos 6e3 TI'CK [49]. Xoms anno-TI'CK
xapaxmepu3zyemcs, no 0AHHbIM HEKOMOPLIX UCCLEO08AHUL, MeHbULel 8ePOAMHOCMbIO PA3GUMIUSL
nosmopHulx peyuousos nocie TI'CK no cpasnenuro ¢ aymo-TI' CK, remanvrnocmo, céazaunas ¢
Jleuenuem, oeraem SMOm Nooxo0 y nayuenmos 60 emopou pemuccuu OILJl menee
npeonoumumenvhuvim no cpasneruio ¢ aymo-TI'CK [50]. Oocudame svicokyro sghgpexmusnocmo
aymo-TI'CK 6 mo dice 8pems ciedyem moabko y NayueHmos ¢ 00CMueHymou 2-i MOoaeKyIspHou

pemuccuel.
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PexomeHnayercss y ManyMeHTOB C MOATBEPKACHHBIM MOJEKYJIApHbIM penuanBoMm OITJI
(ompenenenHbiM  Kak 2 mocienoBarenbHbiX  [II[P-mooXUTENBHBIX —aHaAU3a CO
cTtabmwibHBIM HapacTanueM ypoBHsi PML-RARA-TpanckpunTa) He3aMeJIUTEIbHO HAa4YaTh
tepanuto, BKIoUamiyro ATRA** u ATO, ¢ menpio npeaoTBpaiieHuss pa3BepHyTOro
peunauBa [47,48].

YpoBeHb yoenureabHocTH pekoMeHaannu — C (YpoBeHb IOCTOBEPHOCTH JI0KA3aTeILCTB —4)
KommenTapuu: xoms ATRA** 6 couemanuu ¢ XT mooicem Ovimb ucnonvzosamna 6 xawecmee
mepanuu cnacenus, cxemvl Ha ochose ATO 6 nacmosiwee pems cuumaromest 1-ii aunueti nevenus

peyuousa OIJI

Pexkomenayercsi manueHTaMm, y KOTOPBIX TMoiydeHa 2-s1 MousekysspHas [IP, paccmorpers
BO3MOXKHOCTb BbInosiHeHus ayto-TI'CK [49].

YpoBeHb yoeauTebHOCTH pekoMeHaanuu — C (YPOBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

Kommenrtapun: aymo-TI'CK mooicem 8binoHAmMbCA MOAbKO 6 cyuae, eciu 8 3a20Mmo61eHHOM

aymompancniaumame Omcymcmeyem MONeKYIAPHbIU MapKep.

PexkoMeHnayeTcsi manmMeHTaM, Y KOTOPBIX HE JOCTUTHYTa 2-s1 MOJICKYJISIDHAs pPEMHCCHS,
pPaccMOTPETh BO3MOXKHOCTH BhimosiHeHus amto-TT'CK [50].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuu — C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

Pexomenayercs 1 nanuenToB ¢ peuuarnoM OILJI, mpoTekaromuM TOJIBKO ¢ TOpaKeHUEM
[MHC, unaykuvoHHas Tepamus U3 MHUHHUMYM €XEHEIEeNbHOro (ONTUMalbHO 2 pa3a B
HENeNI0) MHTPATeKaJbHOIO BBEIEHUS 3 TMpemnapatoB (#merorpekcara**15  wr,
nutapabuna** 30 mr u nexcametazoHa** 4 Mr) g0 MOTHOW SMTUMHUHAIIMH OIYXOJEBBIX
KJIETOK M3 CHMHHOMO3TOBOM JKMJIKOCTH, 3aT€M BBINOJIHAETCS OT 6 10 10 MHTpaTeKaIbHBIX
BBEJICHUI B KauyecTBe KoHcouuganuu. [lapanienbHO AOMKHO MPOBOAUTHCS CHUCTEMHOE
JIeYeHHe KaK MPU KOCTHOMO3roBoM peruanse [51].

YpoBeHb yoenureqabHOCTH pekoMeHaannu — C (YpoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — 4)

3.9. Tepanus OILJI, MHAYUHUPOBAHHOIO NPeIMIECTBYIOIICH XMMHOTEPANI el

Pexomenayercsi nedeHne mnanueHToB co BTopuuHbIM OIIJI kak mnepsuunoro OINI ¢
MOMPaBKON HA BO3MOKHYIO KapAMOTOKCUYHOCTh BCIIEACTBHE MPEANISCTBYIONICH Tepanuu
AHTPAIMKJIMHAMY U TICPEHECEHHBIX NH(PEKITMOHHBIX ocliokHeHui [1-3,5,36].

YpoBenb yoeaqureabHocTH pekoMeHaanuu — C (ypoBeHb I0OCTOBEPHOCTH I0KA3aTeILCTB — D)

3.10. ConpoBoauTeJbHAS Tepanus
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Pexomenayercst BceM MalMeHTaM COMPOBOJAUTENbHAS Tepamus s Mpo(HUIaKTUKH

OCJIO)KHEHUH Ha poHEe OCHOBHOI Tepanuu [1-3,5].

YpoBeHb yoequTeqabHOCTH pekoMeHaannu — C (YpoBeHb IOCTOBEPHOCTH JI0KA3aTeILCTB — D)
KoMMeHTapHu: npumensiemcsa nasnavenue antonypunona** (300 me/m?) & nepsvie uacwl
ouaenocmuxu OJI. Obvem 6sooumotl sxncuokocmu npu OILJI (pacmeop nampus xaiopuda™¥,
pacmeop  dexcmposwr®**,  C3II, kpuonpeyunumam, arOyMun™*, npu HeobxoOoumocmu,
MpoMOOYUMbL, IPUMPOYUMbL) 6 MedeHue CYMOK MOdcem COCmasiames Oonee 3 1, NOIMOMY
HE0OX00UMbL OYEHb JHCECMKUL KOHMPOTb 800H020 Oananca u cmumyaayus ouypesda. Taxoice
cnedyem nomuums, umo cunepgonemus npu OILJI modxxcem nposoyuposams 60/1ee 8blcOKULL PUCK
JIE2OYHbIX ~ OCHOJCHEHUl,  CepoeyHOU  HeOOCMAmOYHOCmU,  UMUMUPOBAMb  CUHOPOM
oughepenyuposKku onyxoneevix Kiemox.

Baoicuvim ona kynuposanus ocnoschenuil Ha gowne Hauana X1 npu eunepneiikoyumose,
0Cc0benHO Ha ¢hoHe 6OIbUION 80TIeMUYECKOL HAZPY3KU U KOAZYIAYUOHHBIX HAPYUIeHUT, A6IAemcs
8bINOIHEHUE NAASMAOOMENA.

Hasnauenue anmubaxmepuanonvix, npomugocpudKosulx 011 CUCMEMHO20 NPUMEHEHUS,
npomueo8upyCcHvix cpedcma pezramenmupyemcs npu OIIJI memu dice npasunamu, Komopwie
ucnonvsyromes 6 nevenuu OMJIL. [Ipumenenue xononuecmumynrupyrouux ¢axkmopos npu OI1JI ne

NOKA3dHO.

He pexomenayercss y mnaumeHtoB ¢  BepudunupoBaHHbiM  OIUUI  mpumeHsTh
#runpokcukapOamMua™**, Tak Kak OH YBEJIMYMBAET PHUCK TSKEIBIX Te€MOPpPAarHuecKux
ocioxxHenuit [2].

YpoBeHb yoenuTeabHocTH pekoMeHaanuu — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrapum: #euopoxcuxapbamuo™* (8 peoicume, 3apecucmpupo8aHnom Oisi XPOHUUECKO20

MueﬂOJleﬁKOS’a, 0o 2 2) Modicem Oblmb UCNONL306AH 6 crydae paseumust ]ZelZKOLﬂ/lmOSCl Ha ¢0H€

mepanuu ATO u ATRA**,

Pexomenyercsi BceM maireHTaM pu nposeaeHrn X T ¢ 1enbio npoQHUIaKTHKH TOITHOTHI 1
PBOTHI HCIIOJIB30BaTh IPOTUBOPBOTHBIE Mpenapars [52].

YpoBenb yoenureqabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — 4)

PeKOMeH)lyeTCH BCCM IMAallUCHTaM, IMOJYyYarolmnum 2-JIETHIOIO NMOAACPIKUBAIOIIYIO TCPAIIUTO

MepKanTOIypUHOM ™™

U METOTpeKcaToM™*, HazHayaTh NMPOQHUIAKTUKY MHEBMOIMCTHOMN
MTHEBMOHUH #KO-TPUMOKCA30JI0M (CYyJb(haMeTOKCa30JI0M + TpUMETONIPUMOM)™*™* 110 480 Mr
2 paza B cyTku [53].

YpoBeHb yOenuTeIbHOCTH PeKOMeH1aluil — B (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB —2)
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Pexomenayercst mpu BO3HMKHOBEHMHM OCTPOrO MJIM XPOHHUYECKOTOo OOJEBOr0 CHHIPOMA
YTOYHEHUE OJTUOJIOTUM OONM; TPH BBIABICHUM OdYara BOCHAICHUS — IPOBEACHUE
HEOOXOJUMBIX MEpPONPUATUH IO €ro JIEYEHUIO COIVIACHO COOTBETCTBYIOLIUM
KIIMHUYECKUM PEKOMEHJAIUAM (BKIIFOUYas PU HE0OXOIMMOCTH XUPYPIUUECKOe JIeUeHue);
OpU  MCKIIOYEHUH WHGPEKINOHHO-BOCHIAIUTEIbHON MTpUPObl OO0JIEBOr0 CHUHApPOMA
peKoMeHAyeTcsl TpOBeAeHUE 00e300JIMBaIOICl TEpamuHl COTJACHO CYIIECTBYIOLINM
IPOTOKOJIaM 00e3001MBaHusl (CM. COOTBETCTBYIOIIME KIMHHYECKUE PEKOMEHIAINU 10
XPOHUYECKON 00JIH, KIMHHYECKUE PEKOMEHIAIUH 110 aHEeCTE3UO0JIOTUH), B TOM YHCIIE 110
MOKa3aHUsIM — C NPUMEHEHHEM OIHUOUJHBIX AaHAJIBI€TUKOB, C YYETOM BO3MOXHBIX
HPOTUBOIIOKA3aHU, CBSI3aHHBIX C IIUTONCHUEH, HHBIMU KIIMHUYECKUMU CUTYyarusiMu [54].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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4, MeauuuHCKAasi peaduauTAUsA, MeIUIMHCKHAE MOKA3aAHNS U

NPOTUBOINOKA3AHUA K IPMMEHEHUIO METOI0B PeadnJInTAlNH

Cneyuanbnvix memooog peabunumayuu npu OI1JI ne cywecmsyem.

Pexomenayercst mpoBefeHHEe peaOWIMTAlMM TpPU BO3HUKHOBEHUU OCJIOKHEHUH MocIie
3aBepiieHust mporpammbl Tepanuu OILJ] B paMkax COOTBETCTBYIOIMX HO30510TH# [55].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KoMmMeHTapum: nocre oxowyauus nedeHusi peKomeHOyemcs 6ecmu 300p08blil 00pas HCU3HU,
UCKTIIOYUMb UHCONAYUIO U husuomepaneemuieckue npoyedypul. Ilpu nposedenuu XT 603modicna
Kapouo-, 2enamo-, Heupo-, He(ppo- u Opyeas MOKCUYHOCMb, NOCIe0CMBUL KOMOPOU MO2ym

NnpoA6IAmMsbCA U NOoCjle €e OKOHYAHUA.
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5. lIpodpunakTuka U JUCNaHCEPHOe HADJIIOAeHUE, MEeIUIIMHCKHE TOKA3aAHUS U

NPOTHBONOKA3AHUSA K IPMMEHEHUIO MEeTO10B NPOPUIAKTUKHA

Cneyudghuueckoti npogpunakmuxu sosznuxkrnosenus Ol ne cywecmseyem

Pexomenayercsi B pamMkKax AUCHAHCEPHOrO HAOMIONECHMS MAIMEHTOB IMOCIE OKOHYAHUS
nporpammbl Teparuu OITJI BeIMONMHATE McchneaoBanue obmero aHamm3a [IK kaxmbrit
MecsII] B TEUCHHME TIEPBbIX 2 JIET U 3aTeM | pa3 B 2—3 mecsiia 10 5 JeT OT HavyaJia JICUCHHUS;
BBITIOJIHATH yHKIMU KM B Tedenne 1-ro roga — 1 pa3 B 3 mecsia, nanee — 1 pa3 B 6
MECSIIEB B TEUCHUE 2-TO rojia, Aanee — 1 pa3 B TOJ 10 S5 JIeT HaOIIOACHUS IS KOHTPOJIS

3G GEKTUBHOCTH JICUCHHSI 1 CBOCBPEMEHHOTO BBISIBIICHUS peruauBa [2].
YpoBeHb yoe1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KomMeHnTapuu: snennanogoe 6vinoiweHue oOwe20 amaiuza Kpoeu MNOKA3AHO Npu J00bix
USMEHEeHUsAX 8 coCmoAHuYU nayuenma. Buennanoeoe ucciedosanue KM nokasano npu viasnenuu
J00bIX UsMeHeHUll 2emocpammul. borvuuncmeo peyuousos npoucxooum 6 meuenue [-3 nem
nocne oxonuanus mepanuu. Cmanoapmuzosantvie gpemernvle mouxu e3amusi KM neobxooumoi

npu monumopunee MOP.
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6. Opranusanus oka3aHusi MeIUIUHCKOH MOMOIIH

MenuuuHcKasi HOMOILb, 32 UCKJIFOYEHHEM MEAMLIMHCKOM ITOMOIIY B paMKaX KIMHUYECKOH
anpoOaruu, B COOTBETCTBUH ¢ (eaepanbHbiM 3akoHOM oT 21.11.2011 Ne 323-®3 (pexn. ot
25.05.2019) «O6 ocHOBax oxpaHbl 310pOBbs T'paxkaH B Poccuiickoii @enepanyny» opranusyercs
U OKa3bIBaeTCH:

— B cootBercTBHH ¢ [lonoxxeHnem 00 opraHnu3anuy oka3aHus MEJUIIMHCKON TOMOLIH
[0 BHMJAM MEIUIMHCKON IOMOIIM, KOTOPOE YTBEPXKIAECTCs YIOJIHOMOYEHHBIM
(benepanbHBIM OPraHOM HCIIOJIHUTENILHON BIIACTH;

— B COOTBETCTBHM C IOPSAKOM OKAa3aHUs MOMOIIU MO MPO(UII0 «TeMaTOJOTus»,
00s13aTeNIbHBIM JJIS1 UCTIOJIHEHUsI Ha TeppuTopun Poccuiickoit denepanuu BceMu
MEAUIIMHCKUMH OpraHu3alusIMu;

— Ha OCHOBE HACTOSIILUX KIMHUYECKUX PEKOMEHIaLU;

— C YYETOM CTaHAapTOB MEAMIIMHCKON MMOMOIIM, YTBEPKAECHHBIX YIIOJTHOMOUYEHHBIM
(benepanbHBIM OPraHOM HCTIOJIHUTEIFHON BIIACTH.

[lepBuuHas crneuuaau3vpoBaHHAs MEAMKO-CAaHUTApHAas MOMOILb OKa3bIBAETCS BPAYOM-
reMaTojoroM M MHBIMM  BpayaMU-CIIELUMAIMCTAaMM B LEHTpe  aMOyJaTOpHOM
reMaToJIOrMUeCKOM/OHKOIOTHYECKOM ITOMOIIA 1100 B HEPBUYHOM
reMaToJI0rH4ecKOM/OHKOJIOTUYECKOM KaOuHEeTe, MEepPBUYHOM TI'€MaTOJIOTMYECKOM OTJIEJICHUH,
HOJUKJIMHUYECKOM OT/IEIIEHUU OHKOJIOTHYECKOr0 JUCIIaHCepa.

I[Tpu BeIsiBIeHHH Y OOJBHOTO BOJIOCATOKIETOYHOrO Jeiiko3a (BKJI) wmu nomo3pennu Ha
HEro Bpauu-TepaneBThl, BpauyU-TE€paNeBThl yYacCTKOBBIE, Bpaud OOLIEH NpakTHKH (ceMelHbIe
Bpaul), BpauM-CHEIUAINCTBI, CPEIHUE MEIUIMHCKHME PAOOTHUKM B YCTAaHOBJIEHHOM MOpPSIKE
HaIMpaBJIIOT 0O0JIBHOTO Ha KOHCYJIbTAIUI0 B LEHTP amMOyJIaTOpHOHI
reMaToJIOrMYECKOW/OHKOIOTHYECKOM MOMOIIM MO0 B MEPBUYHBIN reMaTOJOTHUeCKuil KaOuHeT,
IIEPBUYHOE T'E€MATOJIOTMUECKOE OTIEICHUE MEIMLIMHCKON OpraHu3alluy JUlsl OKa3aHUs €My
MIEPBUYHON CIEIMAIIM3UPOBAHHON MEINKO-CAHUTAPHON ITOMOIIH.

Bpau-rematonor am0yJ1aTOpHOIO WM CTallMOHAPHOTO 3B€HA FeéMaTOJIOTMYECKON TOMOIIHN
OpraHu3yeT BBINOJIHEHHE AMArHOCTHMUYECKUX HCCIEeIOBaHUN, HEOOXOIMMBIX JJISl YCTAHOBJICHUS
JIMarHo3a, BKJIOYas PacHpOCTPaHEHHOCTh M CTa/vI0 3a0oieBaHus. B ciiyyae HEBO3MOXHOCTH
MPOBEJCHUS JAMATHOCTUYECKUX HCCIEIOBAaHUN NAllMeHT HaIpaBisieTcs JedalldM BpayoM B
MEAMIMHCKYIO  OpPraHM3allli0, OKa3bIBAIOLIYI0 MEIUIMHCKYI0 TOMOIIb  OOJIbHBIM C
reMaToJIorM4ecKUMHU  3a00J€eBaHUSIMU  JUIs  YCTAHOBJIGHHS ~ JMarHo3a M OKa3aHus
CHEUAIN3UPOBAaHHOMN, B TOM YHCJIE BBICOKOTEXHOJIOTUYHOW, MEAUIIMHCKON TIOMOIIIH.

IIpu BeaBnennn BKJI unm nompo3peHnn Ha HEro B XOJ1€ OKa3aHMsI CKOPOH MEIUIIMHCKOM
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MOMOIIKA OOJBHOTO MEPEBOAAT WM HAMPABISIOT B MEIUIIMHCKHAE OPTaHHU3AIlMH, OKAa3bIBAIOIINE
MEAWIIMHCKYI0 MOMOIIL OOJILHBIM C TeMaTOJOTUYCCKUMU 3a00JICBAHHMSIMH, JJIS ONPEACTICHUS
TaKTUKH BEACHUS ¥ HEOOXOJAMMOCTH TPHUMEHEHHUs JOMOJIHHUTEIBHO JIPYTUX METOOB
CIIELIMATM3UPOBAHHOTO MPOTUBOOITYX0JIEBOTO JICUEHUS.

Cneuuanu3upoBaHHasi, B TOM YHCJIE BBICOKOTEXHOJOTHYHAs, MEIMUIIMHCKAas IMOMOIIb
OKa3bIBACTCS  BpPauaMU-TEMATOJIOTAaMU B  MEAUUMHCKAX OpPraHU3alUsIX, OKa3bIBAIOIIUX
MEAMIMHCKYI0 TIoMOoIIb O0bHBIM BKJI, MMerOmux IUICH3UI0, HEOOXOIUMYI0 MaTepHaIbHO-
TEXHUYECKYIO 0a3y, cepTU(PHUITMPOBAHHBIX CIICIIUATUCTOB, B CTAIIMOHAPHBIX YCIOBHUSIX U YCIOBHSIX
JHEBHOT'O CTallMOHapa ¥ BKJIIOYaeT B ceOs MNpOPUIAKTUKY, JHAarHOCTHKY, JICUCHUE
reMaToJIOTHYEeCKUX 3a00JieBaHMi, TpeOyIOUIMX MCIOJb30BaHUS CIIEHUATBHBIX METOJ0B U
CJIO’KHBIX YHUKQJIBHBIX MEIUIIMHCKUX TEXHOJIOTUH, a TAKKE MEAUIIUHCKYIO PEaOMIUTAIIHIO.

B mMeaunmHCcKOW OpraHu3anud, OKa3blBaIOIIEH METUIIMHCKYIO momolns 0onbHbIM BKIL,
TaKTHKa MEIULHUHCKOrO 00CIEe0BaHUs U JICYCHUS YCTAaHABIMBACTCS BpayaMHU-T€MaTOJIOTaMu C
MPUBJICYCHUEM TP HEOOXOAMMOCTH APYIHX Bpaueh-CHElUaTUuCTOB, €CIU MOTpedyeTcs — ¢
MpOBEICHUEM KOHCHIMyMa. PemeHue KoHCWIMyMa Bpaded oQopMIsIeTcs IMPOTOKOJIOM,
MOANKCHIBAECTCS] YYACTHUKAMHU KOHCUJIMYMa Bpaueil 1 BHOCUTCS B MEIULIUHCKYIO JOKYMEHTAIUIO
0OIBLHOTO.

[Toka3zaHus K rOCIATAIIM3ALUH B KPYTJIOCYTOYHBIN WM THEBHOW CTAllMOHAP MEIUIUHCKOMN
OpraHU3aly, OKAa3bIBAIOIIEH CHEHHAIN3UPOBAHHYIO, B TOM YHCIIE BBICOKOTEXHOJIOTUYHYIO,
MEJIULIUHCKYIO MOMOILb o npoduito «OHKOJIOTHS» ONPEACIISIIOTCS BpavyoM-
reMaToJI0rOM/KOHCUIIMYMOM Bpaueil ¢ MpUBICYEHHEM MPH HEOOXOAMMOCTH JIPYTHX Bpadeii-
CHCIHAJINCTOB.

IToxa3anus AJ1M NVIAHOBOM rOCHUTAJIN3AUN:
e noATBepXkKAeHHBIN nuarHo3 OIT,;
e nposenenue NP;
® [IPOBEJICHUE KOHCOJIUIUPYIOLIETO JICUCHHUS.
IMoka3anus 1J151 IKCTPEHHOMN IOCIIUTAIM3AIUN:
e nogo3penue Ha auarHo3 OITI.
Ioka3anus K BbINMCKE MAIMEHTA U3 CTAllMOHApA:
® JJOCTH)KEHHE PEMHUCCHUH B XOJI€ MHAYKIIMOHHOIO JICUCHHUS;
® [IPOBEJICHUE TEPANTUHU KOHCOJIHUIAIUN PEMUCCHHU.
3aKiroueHrne O 1eJIecOo00pa3HOCTH IMepeBoja OOJBHOTO B MPOQPMIBHYI0 MEIUIMHCKYIO
OPTraHU3aIMI0 OCYIIECTBISETCS MOCIE MPEABAPUTEIbHON KOHCYJBTAMU MO MPEAOCTAaBICHHBIM
MEAWIIMHCKUM  JOKYMEHTaM W/MIM  TPEABAPUTEIHHOTO OCMOTpa OOJNBHOTO BpadaMu-

CIIELIMATMCTaMHU MEAULIMHCKON OPTaHU3ALMK, B KOTOPYIO IUNIAHUPYETCS IEPEBOL.
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Opranu3anuoHHbIe BONPOCHI. YUUTHIBAsI PEKOMEHAMU €BPONEHCKOr0 U MHUPOBOIO
coo0IrecTBa, a Takke coOcTBeHHBI ombIT 1o jdedennio OMJI u OIIJl B akameMHUYeCKHX U
PETHOHANBHBIX LIEHTPaX, XOTEJIOCh ObI TOAYEPKHYTh, UTO JieueHue nauneHToB ¢ OJI (B vacTHOCTH,
OIJI) nOMmKHO OCYIECTBIIATHCS JIHUILb B T€X MEIULUHCKUX YUPEXKICHUSX, B KOTOPBIX €CTh Bpauu
BCEX CIelHanbHOCTEN (MHOTONPO(UIbHBIE KIMHUYECKUE OOJIbHULIBI, IPH KOTOPBIX CYILECTBYIOT
COOCTBEHHBIE OT/ICJICHUS TEPETUBAHM KPOBU HIIH JOCTYITHA KPYTJIOCYTOYHAs TpaHC(HY3HOHHAS
IIOMOIIIb) U OXBAaT HACEJIEHUS Y KOTOPbIX cocTaBiisieT He MeHee 500 Teic. MHAyKIIMOHHAs Tepanus
JIOJDKHA TPOBOJUTHCA JIMIIb B TE€X ILEHTPaX, B KOTOPBHIX 4yucio nauueHToB ¢ OMJI B roa
COCTaBJIIET HE MEHee 5 M B KOTOPBIX BBIINOJHIETCA B TOM 4Mcie M Bbicokogo3Has XT. B
COOTBETCTBUU C 3TUMU PEKOMEHIALUSIMU LEHTPbI, KOTOPbIE IPOBOAAT JieueHue 5—10 nanueHToB
¢ OMIJI B rox, OynyT crankuBaThes He Oonee yem ¢ 1 marmenTom ¢ OITJT kaxnapie 2 roga. XoTs
9TO M OIPAaHUYMBACT OMNBIT HEOOJbIIMX LEHTpoB B jeueHun OIIJI, coBepuieHHO SCHO, YTO
ONTUMAJIbHBIA PE3yJibTaT 3aBUCUT OT OBICTPOrO MPOBEACHMUS JUATHOCTHUECKUX MpPOLEnyp,
nocryna kK ATRA** u xoMmMmoHeHTaM KpOBH. DTO IMOAYEPKUBACT HEOOXOIMMOCThH CO3JIaHUS
HAI[MOHAJbHBIX PEKOMEHJAINM, KIMHUYECKUX IPOTOKOJIOB, IPOBEAEHUS KOOIEPUPOBAHHBIX
UCCJICIOBAaHUM C 1I€JIbI0 MOBBILICHUS KIMHUYECKOM HACTOPOKEHHOCTH M OBICTPOTHI JAEHCTBHIA,
KOTOpble ~ HEoOXOAMMBI i cBoeBpeMeHHOM  jguarHoctukn OIUI  u  anexBarHOMU
COINPOBOJUTENILHON TEpanuy, HANpPaBICHHON Ha CHUYKEHUE JIETAJbHOCTU B NEPUOJ UHAYKLIHH,
HE3aBHCHMO OT BEJIMUMHBI F€MaTOJIOIMUECKOro [IEHTpA.

Nudopmanusa no npumenenuo ATO B Pocceun. IIpenapar ATO 3apeructpupoBaH B
Poccun, ogHako OH OTCYTCTBYET Ha pOCCHHCKOM (hapMalleBTHUECKOM pbIHKE. TeM He MeHee
HEe3aperucTpUpOBaHHbIE TOPTOBbIE HAMMEHOBAHUS MOT'YT UCIIOJIb30BaThHCS B JICUEHUH MAIIUEHTOB
¢ OIJI Ha ocHOBaHMHU KOHCUJIMYMa Bpadeil 1 Ha OCHOBAHUH NPUKa3a MUHHUCTPA 3/IPaBOOXPAHEHUS
Poccuu Ne 494 ot 9 aBrycra 2005 1. «O0 obGecnieyeHnn OOJBHBIX JIEKAPCTBEHHBIMU CPEICTBAMU
JUISl UHAMBU 1Y JIBHOTO IPUMEHEHHUS 110 )KU3HEHHBIM [TOKa3aHUAM», CT. 47 U cT. 48 denepanbHOro
3akoHa OT 12.04.2010 Ne 61-®3 «O06 oOpareHnn JTeKapCTBEHHBIX cpencTB» u [locTaHOBICHHS
[IpaButenscTBa Poccuiickoit deneparuum ot 29.09.2010 Ne 771 «IIpaBuiia BBO3a JIEKapCTBEHHBIX
CPEICTB [UIsl MEIMLIMHCKOIO NpUMEHEHHs Ha Tepputoputo Poccuiickoit denepaunn». Takum
o0pa3oM, B KaXXJAOM HHAMBHUIYaJIbHOM Cllyyae Ha OCHOBAHMM KOHCHJIMYMa Bpayeil MOXHO
MOJIyYuTh paspemieHue MuH3szapaBa Poccum Ha BBO3 M ucrnonb3oBaHue y manueHToB ¢ OIUI

HE3apeTrUCTPUPOBAHHOTO TOPTOBOTO HAUMEHOBaHMs pemapata ATO**,
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7. lonoJsHMTEIbHASA HH(OPMAIUs, BIUAIOIIASI HA TeYeHHe U UCXO/T

3200JIeBAHUSA

IloaroroBka 06pa3u03 AJI MOJICKYJISIDHO-TCHETHYECCKUX HCCIeT0BAHUM M X XpaHEHHue

FISH

s FISH-uccaenoBanus Heooxoaumo ot 3 10 4 ma3zkoB KM u ot 3 1o 4 maskos 1K,

IMOJIYYCHHBIX Ha MOMCHT YCTAaHOBJICHUS JUArHO3a. O6p8,3HBI MOTYT OBITH OTIIPABJICHBI IIpH

KOMHATHOH TEMIICpATYPEC. MaBKI/I, KOTOPBIC HE HUCITOJIB3YIOTCA HEMCIJICHHO, JOJIXKHBI XPaHUTHCA

npu —20 °C, MOKpHIThIE ATIOMUHHEBOW OyMarou.

OT-IpP
Jnsa Bergenenust PHK u OT-IILP tpeGyercs 1 npobupka ¢ KM (2—-3 M) unu 1 mpobupka

¢ IIK (20-30 wmu, mockonbky uacto mpu OIUI perucrpupyercs riayOokas JeHKOMEHHS),

cojepkamiasi MO0 ILUTpaT HATpUs, JUOO STUIEHIUaMUHTETpayKcycHylo kuciory (EDTA).

O6pasupt KM wm ITIK gomxHB OBITH 00paboTanbl B TeueHue 24 4. BpiencHHBIC

MOHOHYKIJICAPHBIC KJICTKU B 'YAHUJUHC U30THUOLNMNAHATC MOT'YT XPAHUTHCS IIPU -20 °C. I[J'IH BCECX

uccienoBanuil npeanoururencH KM.

Kapuorunuposanue u FISH

Jlst oObraHOTO Kapuotunuposanus u FISH-uccnenoBanus KM (00bem 1-2 mit) nomkeH

OBITH MOMEIIEH B MPOOMPKY C FeapruHOM M OTIIPaBIIEH MPU KOMHATHOH TemnepaType. O6pasibl,

o0paboTaHHbIE TPU MOCTYIJIEHUH B JIAOOPATOPHIO B BUJIE OCAXKACHHBIX siiep, PUKCUPOBAHHBIX C

MIOMOIIIBIO0 METAHOJIA M YKCYCHOU KUCIOTHI (3 : 1), MoryT xpanuthces npu temmeparype —20 °C.

Kpurepun oneHkn Ka4ecTBa MeIMIMHCKON IOMOLIH

No Kpurepun kavyecrBa OueHka BbINOJHEHUS
YV manuenra ¢ nogo3penueM Ha OIJI BeimonHeH cO0p aHamMHe3a

1. Ha/uer
(B TOM 4ncIe ceMEeHHOro U MPOPEeCCUOHANBHOI0) U Kajloo
[TanmenTy ¢ nogo3penuem Ha OIJI npoBeneHo ¢pu3nKaIbHOE Ha/uer
oOceoBaHNe, BKIIOYAIOIEe U3MEPEHHUE POCTa U MACChI Tea,

2. |reMmepaTypbl Teja, OIIEHKY COCTOSHHSI KOXKHBIX TIOKPOBOB,

KOCTHO-CYCTaBHOﬁ CHUCTCMBbI, BBIABJIICHHUC IPU3HAKOB

rCMOPPArn4eCKoro CHHApomMa, HaJIn4ue
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rermaToCIICHOMET vy, TUMQaICHONATHH, HATMYUE TIPU3HAKOB
MUCYHKITUH CePALA, JIETKUX, IEYSHU, OPTaHOB SHIOKPUHHOM,

HepBHOﬁ CUCTCMBI

[TaruenTy ¢ nogo3penueM Ha OIUI wim ¢ BepudumupoBaHHBIM Ha/uer
OIJI 1o HavaJia JeYeHHUS U B XOJI€ TEPAIMH BBIMOIHEH 00U
ananu3 [1K ¢ moacyerom nelikonutapHoit GopMyIisl U

OTIpeJICICHUEM YHCIIa PETHKYJIOUTOB U TPOMOOIIUTOB

[Tanmenty ¢ nmomo3penueM Ha OIJI wim ¢ BepuduimpoBaHHBIM Ha/uer
OIUI no Hayasa JieueHUs U B XOJI€ TEPAINlUH BBITIOJHEH
OMOXMMHUYECKUH aHaIu3 KpoBH (00K O6e10K, ambOyMuH,

4. |MoueBMHA, KpEATUHUH, KWW, HATPHUH, KaJIbIUH,
naKkTaTaeruAporeHasa, menodyHas ¢pocdarasza, TpaHCAMHUHA3BI
QJIaHWHOBAS M acliaparuHoBasi, OMIHPyOUH 0O, CBOOOTHBIN

1 CBSI3aHHBIN)

[laruenty ¢ nogo3penueM Ha OIUI wiu ¢ BepuduumrpoBaHHBIM Ha/uer
OIJI no Hayasia JleyeHUs U B X0J1€ TEPAIIUU BbIIOJIHEHO
5. |UccieoBaHKE CBEPTHIBAIOILEH CUCTEMbI KPOBU
(aKTHBUpPOBaHHOE YACTHYHOE TPOMOOILIIACTHHOBOE BPEMs,

POTPOMOMHOBOE BpeMsl, TPOMOMHOBOE BpeMsl, (PHOpUHOTeH)

Y nanuenTa ¢ nogo3penrneM Ha OIUI unm ¢ Ha/uer
BepuduuupoBanusM OIJI o Havana neyeHus u B X0
Tepanuy BHINOIHEHO Y3 opranoB OproIIHON MOJIOCTH €

6. |ompeneneHneM pa3MepOB NIEUSHH, CEIIE3EHKN U
BHYTPUOPIOIIHBIX TUM(PaTUUECKUX Y3JI0B, a Takxke Y3U
OpPraHOB MAJIOTO Ta3a y KEHIUNH U NPEJCTATEIbHON KEJIE3bl Y

MY>KYUH

Y nanuenra ¢ nono3penneM Ha OIUI wnm ¢ Ha/uer
BepuduuupoBanusM OIJI 1o Havana geyeHus u B XoJ1e
Tepanuy BbINoJHEeHa peHTreHorpadus u/umu KT opranos

rPYAHOUN KIETKH

YV nanuenra ¢ nogo3penueM Ha OIUT winm ¢ Ha/uer
8. [BepudummpoBanasiM OILJ] 10 Havyana nedeHus u B X0/

Tepanuu BeinosiHeHa KT ronoBHoro mosra
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YV nanuenra ¢ nogo3penueM Ha OIUT wim ¢
BepuduumpoBanusM OIJI o Havana neyeHus u B X0/
Tepanuy MoJly4eH nuTojaorudyeckuil npenapat KM nyrem
[TyHKIUHU U BBIIIOJHEHO LUTOJOTUYECKOE U HUTOXMMHYECKOE

HCCJIEIOBAHME ONYXOJIEBBIX KJIETOK B acnupare KM

JNla/uer

10.

[Tanmenty ¢ OINJI BemosHeHO 1uTOreHeTnyeckoe u/umu FISH-
nccnenosanue u [11[P-ucciaenoBanre XuMepHOTro TpaHCKPUIITa

B nyHkrare KM

Jla/Het

11.

VY namuenta ¢ nogo3penrem Ha OIJI HezamenIuTeNnbHO, 10
FCHETUYECKOTO TTOATBEPKICHUS TUarHo3a, Hauarta
COMPOBOAUTENIbHAS TepaIusl, HAPaBJIEHHAsI HA KOPPEKIIUIO

remocrasa, u cnernudpuueckas repanus ATRA**

Jla/Het

12.

[Tanmenty ¢ BepudunuposannsiM OITJI mpoBenena
cniennpuyeckas Tepanus, BKIovaomas 1uddepeHuupyoiee

neuenue (ATRA**) u nutorokcnyeckyro Tepanuto 6o ATO

Jla/uer
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4. AdanacveB b.B., 1.M.1H., mpodeccop, 3aciyxennsiit Bpau PO, nupextop HUN gerckoit
OHKOJIOTHH, T€MaTOJIOTUU M TpaHciuantosorud uM. P.M. T'opOaueBoii, 3aBemyromuii
kadenpoii remaronoruu, Tpancdysuonoruu u tpancmiantonoruu @I'BOY BO «Ilepsbrit
Cankr-IlerepOyprckuil  rocyJapCTBEHHBIM MEAMIIMHCKHM YHHUBEPCUTET UM. akaj.
W.IL. TTaBnoBa» MunszapaBa Poccuu (Cankr-IletepOypr), wien HarmoHamsHOTO
reMaToJI0rM4ecKoro oOuiecTa.

5. bongapenko C.H., K.M.H., PYKOBOAWTEIb OTJela OHKOJOTHH, TEMATOJIOTHH U
TPAHCIUIAHTOJIOTUM I TOAPOCTKOB M B3pocibix HUMW nerckoi remaronoruun u
TpanciuianToioruu um. P.M. T'opbaueBoit ®T'BOY BO «Ilepssiit Cankr-IletepOyprekuit
rOCYIapCTBEHHbIA MEIUIMHCKUN yHHBepcuTeT uM. akana. M.II. IlaBmoBa» MwuH3gpasa
Poccun (Cankt-IletepOypr), wieH HalioHaapHOTO TeMaToIoOrHueckKoro o0IecTsa.

6. Tpounkass B.B., k.M.H., 3aBeaymoomas OTIENEHHUEM WHTECHCUBHOM BBICOKOJO03HOM
XMUMHOTEpanuu TeMo0]1acTO30B U JENpPecCUil KPOBETBOPEHUS C KPYIJIOCYTOYHBIM
craitnonapom ®I'BY «HMUII rematonoruun» MunsapaBa Poccun (Mocksa), dieH
HarmonansHOro reMaTooru4eckoro o0uiecTsna.

7. Kyspbmuna JLLA., K.M.H., 3aBedyiouias OT/AEIEHUEM HMHTEHCUBHON BBICOKOJ03HOM
XUMHUOTEPANMU U TPAHCIUIAHTALMM KOCTHOTO MO3ra ¢ KPYIVIOCYTOYHBIM CTallMOHApOM
OI'BY «HMMUIL] remaromoruny» MunsapaBa Poccum (Mocksa), wien HarmoHanabHOTO
remMaToJI0rH4eckoro oOuiecTna.

8. KasicoBa T'.A., na.mMm.H., mpodeccop, 3aBenyromas JabopaTopuel KINMHUYECKOH
0aKTepHOIOrun, MUKOJIOTHH U anTuOnoTHYecKkoi Tepanuu ®PI'bY « HMULI remaronorum»

Munsapasa Poccun (MockBa), wieH HalfnoHaIbHOTO reMaToJI0THUECKOro 00IIeCcTBa.
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9. I'punaeB C.B., n1.mM.H., pykoBoauTenab PecnmyOaMKaHCKOTO IIEHTpa TpaHCIUIAHTAIIUU
koctHOro Mo3ra ®I'bY «Poccuiicknit HUU remaronoruu u tpancdysuonorun ®MBA»
(Cankr-IletepOypr), wien HanroHamisHOTO TeMaTOIOIHYSCKOT0 O0IIECTRa.

10. Cemoukun C.B., n1.m.H., npodeccop kadenpsl onkosorun u remaronorun @PI'bOY BO
«Poccuiickuii  HallMOHAJIBHBIA  UCCIEAOBATEIbCKUM  MEAUIMHCKANA  YHHUBEPCUTET
um. H.U. [TuporoBa» ~ MunzapaBa  Poccum  (MockBa), wien HamumonamsHOro
reMaToJIOrH4eCcKOoro o0IIecTBa.

11. Jlanun B.A., k.M.H., 3aBenytomuid otaeneHuemM remartosioruu ['bY3 A0 «O6GnactHas
KJIMHUYeCKass OonbHUIa» (SpocnaBnb), wieH HalMOHAIBHOTO TIe€MAaTOJOrHYECKOTO
oOuiecTna.

12. KoncrantunoBa T.C., kmH.,, [BY3 CO «OO0nacTHOI reMaTOJOTHYCCKHI IICHTP
CBep/UTOBCKO#  00yacTHOM KiMHHYeckoi OonbHUIbl Ne 1»  (ExarepunOypr), wieH
HarnmonansHOro reMaTojoru4eckoro o0miecTna.

13. Camoiisioa O.C., x.M.H., 3aBeAytomas otaeiacanem remarosioruu ['bY 3 Hrmkeropoackoit
obnactu «Hwkeropojckas obOnactHas kiauHHYeckas OonpHUIA uM. H.A. Cemamko»
(Hwxkuuit HoBropon), wien HanmoHaibHOTO reMaToI0rn4ecKoro o0IecTBa.

14. Kanopckas T.C., k.M.H., 3aBeaytomas otaeneHuem remaronorun ['bY3 «Upkyrckas
oprena "3uak [lowera" oOnactHas kiuHW4Yeckas OospHunay (MpkyTck), wieH
HanmonansHOro remMaTosIornueckoro o0IiecTna.

biok mo opranu3anuu MeAMIUHCKON MOMOLIH:

15. I'eBopksin Turpan I'armkoBuu, 3amecturens aupektopa HUM KOP OI'BY «HMUILL
onkonoruu uMm. H.H. bioxuHay, riaBHEINA cIEIHAINCT-OHKOJIOT MOCKOBCKOM 00JIaCTH.

16. UBanoB Cepreii AnaTtoabeBu4, 1.M.H., mpod. PAH, mupekrop MPHII um. A.®D. [{p16a —
¢wimana ®I'BY «HMUL paguonorun» Munsapasa Poccun.

17. HeBouibckux AJiekceil AJiekceeBHY, JI.M.H., 3aMECTHTENb TUPEKTOpa MO Jie4yeOHOM
pabore MPHI[ um. A.®. [p16a — ¢unmmana ®I'BY «HMUILL papuonorun» Munzapasa
Poccun.

18. XaiisioBa ’Kanna BiragumMupoBHa, K.M.H., 3aMECTUTENb AUPEKTOPA 10 OPTaHU3aAIMOHHO-
MeTtoaudeckoi pabore MPHIL um. A.®. [{p16a — ¢punmnana ®I'bBY «HMUL] paauonorum»

Mun3snpasa Poccnn.

KOH(I)J'II/IKT HUHTEPECOB: aBTOPLI HE UMECIOT KOH(bJ'II/IKTa HHTCPCCOB.
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IMpunoxenue A2. MeTo0s10rusi pa3padoTKu KIMHUYECKUX PEKOMeH Al

Ienepas aviuTopusi KINHUYECKHX PEKOMEHIATIMII:

Bpauu-remarosioru
Bpauu-onkonoru
Bpauun-tepaneBTbl
Bpauu-akymepb-ruHEKOJIOTH

Bpa‘-II/I'aHGCTe3I/IOJIOFI/I-peaHI/IMaTOJIOFI/I

I e o

Bpaun-knnHnyeckue GpapMakoIoru

MeT010J10TUs1_ cO0PA I0KA3ATEIbCTB

MeTob1, NCTIOIB30BaHHBIE TSl COOpa/CEeNEeKIINH JOKA3aTeIbCTB: TOUCK B DJIEKTPOHHBIX
0a3ax J1aHHBIX.

Onucanue MeTo10B, UCIOJIb30BaHHBIX Ul COOpa/CeNIeKUH 1I0Ka3aTeIbCTB:
JI0Ka3aTeabHOM 0a30i /Ui peKOMEH 1AM SABISIOTCS My OIMKalMY, BOLIEAINE B
KoxpeiinoBckyro 6nbanotexy, 6a3pl nanasix EMBASE u MEDLINE. 'my6una noncka

cocrasuia 10 ser.

Tab6auua A2.1. [llkana oneHkH ypoBHeEH gocToBepHOCTH aokazatenseTs (Y /1) ans metonoB
JIMarHOCTUKY (JMarHOCTHYECKUX BMEIIATENBCTB)

YA Pacuiugposka

CucremMaTniecKkue 0630pLI HCCJIEIOBaHUM C KOHTPOJIEM pe(bepeHCHBIM MCTOJAOM HJIN

CHUCTEMaTHYECKUL O630p PaHAOMU3UPOBAHHBIX KU ¢ IMPUMCHCHUECM MCTaaHAJIIN3a

OTnenbHbIE UCCIIEIOBAHMS C KOHTPOJIEM peepeHCHBIM METOIOM WJIH OT/IENIbHBIC
2 pannomusupoBanuble KU u cucremarnyeckue 0030pbl Mccie10BaHuM J1I000T0

,Z[H3al>iHa, 34 UCKIIFOUYCHUCM PAHAOMU3HUPOBAHHBIX KI/I, C IPUMCHCHUCM MCTaaHaJIN3a

HccnenoBanus 6€3 MOCIEN0BaTEIEHOTO KOHTPOJIS pe()epEHCHBIM METOI0OM MU
HCCIIEIOBaHUS ¢ pepepPEeHCHBIM METO/I0M, HE SBIISIOMMUMCS HE3aBUCUMBIM OT
HCCIIEyEMOI0 METO/IA, UJIM HEPAHJOMU3UPOBAaHHBIE CPABHUTEIILHBIE UCCIIEJOBAHMS,

B TOM YHUCJIC KOT'OPTHLBIC UCCIICAOBAHNA

4 HeCpaBHI/ITeJ'II)HI)Ie HCCIICOO0BAaHNA, OITMCAHNE KIIMHUYCECKOTO CiIyvdas

5 Nwmeetcs nuis 000CHOBaHUE MEXaHU3Ma JAEMCTBHS UM MHEHHE SKCIIEPTOB
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Tadoauna A2.2. [llkana orileHKH ypoBHEH nocTOBEepHOCTH qoKazatenbeTs (Y ) mis meTomos
npoHIAKTUKY, JICYEHUS U peadrIuTaunu (MpopuIakTHIeCKHX, JeUeOHbIX, peaOuIUTaIIHOHHBIX
BMEULIATEIbCTB)

Y Pacummdgposka

1 Cucremarnueckuii 0030p panaomusupoBanabix KU ¢ npuMeneHneM MeTaananusa

2 OtnenbHbie pangomusupoBanubie KU u cuctematuyeckue 00630pbl UCCIIEI0BAHUIMA
mro0oro qu3aiiHa, 3a HCKIIOUeHneM panaomusupoBanubix KU, ¢ npuMenenuem

MCTaaHalJIn3a

3 HepaHI[OMI/I3I/IpOBaHHBIe CPaBHHUTCIIBHBIC UCCIICAOBAHMA, B TOM YHCJIC KOTOPTHBIC

HCCIICOJOBaHUA

4 HeCpaBHI/ITGHBHHC HCCJIICAOBAHUS, OITMCAHUEC KIIMHUYCCKOTO CiIy4as Ui CCprUu

CIIly4aeB, UCCIIEIOBAHUS «CIy4all—KOHTPOJIbY

5 Nmeercs nuis 000CHOBaHME MEXaHU3Ma JIEUCTBHS BMEIIATEIbCTBA (JIOKIMHUYECKIE

I/ICCJ'IC,I[OBaHI/IH) HJIN MHCHHC DKCIICPTOB

Tadoauua A2.3. [llkana oneHku ypoBHe# yoeautenbHocTu pekoMenaanui (Y YP) s Mmeronos
npoMIaKTUKHU, THATHOCTUKY, JICYEHUS U peadmmTanuu (MpouiIakTUIecKuXx,
JIMArHOCTUYECKUX, JICYCOHBIX, PCa0MIINTAIIMOHHBIX BMEIIATEIILCTB)

YYP Pacuiugposka

A CunpHas pekoMeHAanus (Bce paccMaTpuBaeMble KpUTEPUU 3PPEKTUBHOCTH
(McxofBl) ABISIOTCS BaKHBIMU, BCE MCCIIEIOBAaHUS UMEIOT BHICOKOE HUIIH
YZIOBJIETBOPUTEIBHOE METOI0JIOTMUECKOE KaUE€CTBO, UX BBIBOJBI 10

MHTEPECYIOLINM UCXO0JIaM SIBJISIFOTCS COIVIaCOBAaHHBIMU )

B VYcnoBHas pekoMeHaus (He Bce paccMaTpuBaeMble KpUTepUu 3PPEeKTUBHOCTH
(McxofBl) ABISIOTCS BaKHBIMHU, HE BCE UCCIIEOBAHUS UMEIOT BBICOKOE WU
yJIOBJIETBOPUTEIBHOE METOJIOJIOTHUECKOE KAYeCTBO U/UIIM UX BBIBOJIBI IO

MHTEPECYIOUINM HCX0JIaM HE SIBJISIFOTCSI COITIACOBAHHBIMHU )

C Cnabas pexomeHanus (OTCyTCTBHUE JOKA3aTENIbCTB HaJIeXkKAaIllero KayecTBa
(Bce paccmarpuBaemble Kputepuu 3(pHeKTHBHOCTH (MCXOMABI) SBISIOTCS
HEBaXXHBIMH, BCE MCCIIEA0BAHNS UMEIOT HU3KOE METOJOJIOTUYECKOE KAUECTBO U

HX BBIBOJBI ITO UHTCPECYIOIHUM UCXO0JaM HE ABJIAFOTCA COFHaCOBaHHLIMI/I)
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Onucanue MeToa BAJIMIM3ANMN PEKOMEHIALMIA:

e Hacrosmue pexkoMeHAanMu B NPEABAPUTEIbHOW BEpcUUM ObUIM  PELEH3UPOBAaHbI
HE3aBUCHMBIMH 3KCIIEPTAMU, KOTOPBIX MONPOCHIN MPOKOMMEHTUPOBATH IPEKIE BCETO
TO, HACKOJIBKO MHTEpIpeTalus I0Ka3aTelIbCTB, JEKAIUX B OCHOBE PEKOMEHAALMH,
JOCTyIIHA JUIsl IOHUMAaHMSL.

e JlomydyeHpl KOMMEHTapuuM €O CTOPOHBI Bpaye€il NEPBUYHOIO 3BEHA M YYACTKOBBIX
TEPaNeBTOB B OTHOLICHMHM JOXOMYMBOCTU H3JI0KEHHUS PEKOMEHIALMM M UX OLCHKA
BaXHOCTU PEKOMEHJAINM KaK pabouero HHCTPyMEHTA [TOBCEAHEBHON IIPAKTUKH.

e [lpenBapurenbHas Bepcusi OblIa TaK)Ke HANpaBlieHA PELEH3EHTY, HE HMEIOLIEMY
MEAMLIMHCKOTO 00pa30BaHMsl, AJIs MOTYYEHHS] KOMMEHTApUEB C TOUKU 3PEHUSI IEPCIIEKTUB
MAIMEHTOB.

e KomMmMeHTapuu, NOJy4YeHHBIE OT DOKCIIEPTOB, TILATEIBHO CHCTEMATU3UPOBAIUCH U
o0cyxaainuch npezacenareneM U wieHamu padoueit rpynnsl. Kaxapiil myHKT oOcyxaancs,
Y BHOCHUMBIE B P€3yJIbTAaTE 3TOr0 U3MEHEHMS B PEKOMEHJAIMK PerucTpupoBanuce. Ecnu
K€ M3MEHEHHUS HE BHOCWINCh, TO PErMCTPUPOBAIMCH NPUYMHBI OTKa3a OT BHECEHUS

U3MEHEHUH.

Koncyapranusi u 3KCepTHasi OLCHKA:
e [IpensaputenbHas BepcHs Oblila BHICTABICHA IS IIUPOKOTO 00cyxaeHus Ha caiite HI'O
C LIEeJIbIO IUPOKOT0 0OCYKACHUS U COBEPIICHCTBOBAHUS PEKOMEHIAIH.
e [IpoexT pekoMeHAalN OB peLEH3UPOBAH TaK)Ke HE3aBUCUMBIMH KCIIEPTaMH, KOTOPBIX
MONPOCHIIN TIPOKOMMEHTHPOBATH MPEXKIE BCETO JOXOJUUBOCTh U TOYHOCTh

MHTEpIIpETallMU JOKa3aTebHOM 0a3bl, Jiexkallell B OCHOBE pEeKOMEHJalHii.

Iopsiiok 00HOBJIEHHMS KIMHUYECKHX PEKOMEH A
MexaHu3M  OOHOBJIGHHSI ~ KIMHUYECKHUX  PEKOMEHIAlMHd  TpelycMaTpuBaeT  HX
CUCTEeMATHUYECKYIO aKTyaJHM3aIuio — He pexe 4eM 1 pa3 B 3 roja WM MPHU MOSBICHUN HOBOU
nH(pOpMaIUK 0 TAKTHKE BEACHUS MAIUEHTOB C JaHHBIM 3a00eBanueM. Pemenne 00 oOHOBIEHUHT
npuHuMaeT Mun3apaB Poccun Ha OCHOBE MpPEMSIOKEHUH, MPEACTABICHHBIX MEIULMHCKUMU
HEKOMMEPUYECKUMHU TPOodeCCHOHANBHBIMU opranu3anusiMu. CPOpMUPOBAHHBIC TPEITIOKEHUS
JIOJDKHBI ~ YYUTBHIBATh  PE3YyJIbTaThl KOMIUJIEKCHOM OIICHKH JICKAPCTBEHHBIX Ipenaparos,

MEAMIMHCKUX U3JIENNH, a TAK)Ke Pe3yJIbTaThl KIMHUYECKON anpoOariui.
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Ipunoxenue A3. CipaBouHble MATEPHAJIbI, BKJIKYAsl COOTBETCTBHE
NMOKA3aHUH K NPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKUMH MO MPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

Hpuioxenne A3.1. IIpoToKoJbI JieYeHUSI OCTPOTr0 NPOMUIOUMUTAPHOIO0 CHHAPOMA

Cxema neuenus OITJT mo nmporpamme AIDA/mAIDA [4,37,56]

pynnbl pucka: KOHCOJ'IVI,El,aLl,MFl pemMmnuccumn
Huskoro = WBC < 10*10%1,
Bbicokoro = WBC > 10*10%1

Kypc 1 Kypc 2 Kypc 3
WHoykums pemuccnm

W
* Minapy6uunn 12 mrim? | [ \/ \/ 3
/ Wga 5 mriviig x 4 MHTO 10 MI/MZIE X 5 Wna 12 Mrima x 1 5
O'D'HOKpaTHO B/B npo;:m:wore ATR:45ll:nrr::J|7ﬂ1xx 15 AT:T;)45 I:lrrh:'?.'::ﬁ ATg: 45I:Jrr.":.12§1 ))(( 15 S
2,4.,6,8 OHM prcra %
« ATRA < ;
45 MI/M2 B AeHb V0 v v g
3a ABa npuema Fpynna Muro 10 Mriv?/g x 3 g
BbICOKOro Wpa 5 mrim?ig x 4 APA-L| 200 mr/m2g, x 7 Wna 12 mriv2ig x 1 Q
1-30 OHN pucka ATRA 45 mrim2/g x 15 24-4yacoBas HHchy3MA ATRA 45 Mrimdg X 15 2
ATRA 45 Mriw2(g X 15 £

o ° o ° o

- @ liombanbHble NYHKUMW BhINOMHAKT TONbKO BOMbHbIM W3 TPYNMbl BBICOKOrO pUCKa, ONTUManbHO — nocne
BOCCTaHOBINEHWUS NoKa3arenewn Koarynorpammel 1 nepudepudeckon kpoeu (NS)

+ W [IyHKUM K KOCTHOrO MO3ra nocre MHAYKUMOHHOTO Kypca BeinonHAKT Ha 35-40 geHb nepepelBa, Aanee — nepeq Kaxabim
KYPCOM KOHCONMAALUUW, MOHWTOPWUHI XuMepHoro TpaHckpunta PML/RARa npoBogsAT mo KOCTHOMY MO3ry nocne Kaxzoro
Kypca UHAYKLWK/koHconuaayuw, 3atem 1 pas B Tpu Mecsla

« loppepxuBarwan Tepanus: 6MP 50 mr/m?2 exenHesHo + ATRA 45 mr/m%n x15 oauH pa3s B TpuU Mecsua, B TedeHue
[BYX NET OT MOMEHTa OKOHYaHWA KOHCONMAaLmMm

Nupyknus:
o ATRA** 45 Mr/M?, exeTHEBHO, TIOCIIE €JIbI (B 2 mpuema) B TeueHue MUHIUMYM 30 THEH.
o #Wpapyoummn** 12 mMr/M? 1 pas B 1eHb, Bo 2, 4, 6, 8-if 16K oT Havanma nmpuema ATRA**
KOpOTKas HHDY3US.
Koncomnaanus (1-if kypc)
e #Wpapyouumn** 5 mr/m? 1 pas B iens kopoTkas uHQy3us, 1—4-if neHs.
Koncommpnanus (2-it kypc) (AIDA)
e #MuTtokcanTpon** 10 mr/m? 1 pa3 B AeHb KOpoTKas HHQy3us, 1-5-i 1eHb.
e #ATRA** 45 Mr/m? exeHEBHO, TIOCTe ebl (B 2 Tipuema), 1-15-if 1eHs.

Koncoaunamus (2 kypc) (MAIDA)
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e  MurtokcanTpon®* 10 mr/M? 1 pa3 B 1eHb KopoTKas HHGY3us, 1—3-if 1eHb.
o Iurapadun** 200 mr/m? kpyriocyTounas uadysus, 1-7-i nens.
o  #ATRA** 45 Mr/M? e)KeIHEBHO, MOCIIE S/IbI (B 2 mpuema), 1-15-ii neHs.
Koncommmanus (3-it kypc)
e #Wpapyoummn** 12 mMr/m? 1 pa3 B 1eHb KOpOTKas HHQY3Hs, 1 1eHb.
o  #ATRA** 45 Mr/M? e)KeHEBHO, MOCIIE S/IbI (B 2 mpuema), 1-15-ii neHs.
[Moanep:xxuBaomas Tepanus
e MepkanTonypun** 50 Mr/mM? 1 pa3 B JIcHb, IIOCTOSHHO B T€UEHHE 2 JIET OT MOMEHTA
3aBEpIICHUS KOHCOJIUJAIINH.
e #MetoTpekcar** 15 Mr/mM? 1 pa3 B HeJIeNiO B/B B TeUCHHUE 2 JIET OT MOMEHTA
3aBEpIICHUS KOHCOJIUAIINH.
o #ATRA** 45 mr/m? exxeIHEBHO, TOCIE bl (B 2 mpuema), 1-15-i neHp Kaxa0r0 3-r10

MECilla B TCUCHHC 2 JeT OT MOMEHTa 3aBCPUICHUA KOHCOJIMU AU,

Cxema jeuenus OILJI no nporpamme 7 + 3

IIporpamma IIpenapartbl
HHAYKIUK/

KOHCOJHIAINH

7+3 (1) +| Iurapa6bun** 100 mMr/m? B/B 2 pasa B cyTku B 1—7-if 1eHb

ATRA**

+  JlayropyOunma** 60 mr/m2 B/B 1 pa3 B n1eHb B 1-3-if 1eHb
WA
*  MHUTOKCaHTpoH** 10 mr/m? B/B 1 pa3 B JieHb B 1-3-i1 1eHb
WM

*  uaapyOunmu** 12 mr/m? B/B 1 pa3 B JeHb B 1-3-i1 1eHb

ATRA** 45 wmr/mM? eXemHEBHO, MOCITE ebl (8 2 mpuema), 10

noctrmxenus [1P
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7+3 (2) +| Ilurapabunr** 200 Mr/m? B/B KpyTra0CyTOUHO, B 1—7-if 1eHb

ATRA**

. JlayHopyOummua** 60 Mr/m? B/B 1 pa3 B 1eHb B 3—5-if 1eHb
W
* MHUTOKCAHTpOoH** 10 mr/m2 B/B 1 pa3 B IeHb B 3—5-i1 1eHb
WIH

«  upapyOoura** 12 mr/mM? B/B 1 pa3 B IeHb B 3—5-i1 JIeHb

ATRA** 45 Mr/M? eXeIHEBHO, MOCie ebl (B 2 mpumema), 10

noctwxenus 1 1P

Cxema gedenusi OILJI no mporpamme ATO + ATRA** [57]

UHAYKUumMA KoHconupauua

Hepenn 1-4 9-12 17 -20 25-28
ATO
ATRA

Hepenn 1-2 5-6  9-10 13-14 17-18 21-22 25-26
ATO 0,15 mr/kr/pens IV 2 yaca + ATRA 45 mr/m(2)/geHb PO
exxegHeBHO o CR makcumym 60 gHei,
3atem
ATO 0,15 mr/kr/peHb IV 2 yaca 5 agHel B Hepento 4-HeaenbHble Kypcbl
¢ 4-HepenbHbIMU NepepbiBamu 4 Kypca

+ ATRA 45 mr/m(2)/perHb PO 2-HepenbHble Kypcbl AnantuposaHo us Lo-Coco F.

N Engl ] Med. 2013 Jul

C 2-HeAeNbHbIMU NepepbiBaMmu 7 Kypcos 11:369(2):111.21

J103MpoBKa, CrIoco0 MPpUMeHeHHsl, HexKeJiaTeJIbHbIe siBjieHnss ATRA** [4]
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Jlo3a ATRA** cocTapiser 45 Mr/M? B IeHb BHYTPb, 1032 MOJKET Pa3/IeNaThcs Ha 2 TIpreMa
— YTPOM H BEYEpPOM IOCTIe e/Ibl (3KEIaTEeIbHO C ONpeIeIeHHBIM CoJiepKaHueM xupoB). [Ipemapar
MPUHUMACTCS eXKeTHEeBHO 10 nocTwkenus [P (muanmywMm 30 gueii, Ho He O6oee 90 qHei).

Ha ¢one tepanuu ATRA** B03MOKHO pa3BUTHE CIEIYIONUX TOOOYHBIX 3P HEKTOB:

1) romnoBHast 60Jib, COHIMBOCTb, MOT'YT OIPEACIATHCS MEHUHTC€AIbHBIC 3HAKH (PUTHIAHOCTH
3aTBUIOYHBIX MBI, cHHApoM KepHura), HuCTarw,

2) TOIIHOTA, PBOTA (pa3BUTUE MMAHKPEATUTA);

3) TemmepaTypa, KOTopasi MOKET ObITh Kak CyO(heOpHIbHOM, Tak U mogauMarhkes 10 40 °C.
[Tpu ormene ATRA** TemmniepaTypa HOpManu3yeTcs B cpeiHeM uepes 24 4. B HekoTophIx
Cllydasix, KOrJia €CTh TPYJHOCTH B Au(pepeHnnanbHoi TarHoCTUKE TPUPOIBI TUXOPAIKU
— MH(EKIMOHHAs WK Ha (OHE IpUeMa PETHHOMIOB, BO3MOKHA oTMeHa ATRA** na 1-2
nasi. debpunpHas JUXOpajiKka yalle BCEro CompoBokiaercs cumntomatukod ATRA-
CUH/IPOMA;

4) KOXHBIH 3y]], CyXOCTh KOXKH H CIIU3HUCTHIX;

5) 06011 B KOCTSIX;

6) oreku;

7) cnenuduyeckre HHGUILTPATHI (KaK JIEHKEMHU/IbI) B KOKE, Ha TJIa3HOM JIHE;

8) mosBiIEHHE IMTO3a B CIUHHOMO3TOBOM JKHIKOCTH (TIPH HCXOJHOM €€ HOPMAaJbHOM
COCTaBe);

9) TOBBIIIEHUE YPOBHS TPaHCAMUHA3.

IToGounble 3¢dexTh, pa3BUBIIMECS Ha (QOHE NPUMEHEHHS TPETMHOMHAa™™, Moryr
noTpeboBaTh M3MEHECHHSI Tepanuu. HampuMep, Tpy TSHKENTBIX TOJIOBHBIX 0OJISX, O0JISIX B KOCTSX,
KOTOpPBIE HE KYMUPYIOTCS aHAJIBI€THKaMH, MOKHO BBOJIUTH HEOOJBIIHNE 036l JeKcameTa3oHa™*
(2—4 mr), HO ATTUTENBHOCTH €r0 HA3HAYECHUS OJDKHA ObITh KOPOTKO# (MakCHMasIbHO 7 JAHEH), mpu
COXPAaHEHUHU TOJIOBHBIX 00JIEH MOXKHO yMEHBIIUTH U 103y ATRA** no 25 MI/M?.

[Tpu coxpaHSIOMMUXCS TOJIOBHBIX 0OJISX (TIOCIIE MCKITIOYCHUST MX aHEMUYECKOH MPHPOIBI
uin B cBs3u ¢ BBenaeHueM ATRA**) menecoobpasno Bemonuuth: 1) KT-uccnenoBanue wim
MarHUTHO-PE30HAHCHYIO TOMOTrpaui0 TOJIOBBI (C NENbI0 BBISBICHHUS KPOBOM3JIHUSHUSN); 2)
CIUHHOMO3TOBYIO ~TYHKIIMIO TIOCNEe  aJeKBAaTHOW  TpaHC(Y3UOJOTUYECKOW  MOATOTOBKH
(mepenuBaHKe TPOMOOKOHIIEHTPATA) C IEIBI0 MCKIIOUYEHUS HEUpOJICMKEeMUU, WH(EKITMOHHOTO
nporuecca (BUPYCHbIN MEHMHT03HIIe(aTUT, KPUITOKOKKO3 U JIp.).

CyXOCTh KOXKH W CIHM3UCTBIX JieUaT CUMITOMATHYECKHUMH CPEICTBAMU (YBIAXKHSFOIIHIA
KpeM, TTOJIOCKaHUS ), KOXKHBIHN 3yJ] — ITpermapaTamMu s ISYeHUS 3yAa (BKII0Yast aHTUTHUCTAMUHHBIC
mperapaTbl ¥ aHECTETUKH), TIPH TSKEIIBIX MPOSBICHUSAX KOXKHOTO 3yJ1a — HEOOJIBITUMU JI03aMU

(10—15 mr npeaau3010Ha**) TIIIOKOKOPTUKOM/I0B (OYCHD PeIKast CUTYyaIus).
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IToBbllIeHNE aKTUBHOCTH TPAHCAMHMHA3, U3MEHEHUS B aHAJIM3aX MOYH (32 MCKIIOYEHUEM
3HAYUTEIBHOMN MpoTeHHypuu — >1 1/11) He TpeOyroT, KPOME MOCTOSTHHOTO KOHTPOJISA, KAaKOT0-TH00
TEPaNeBTHYECKOTO BO3/CHCTBHs. BHOBb BO3HMKIIAS 3HAYMTENbHAS MPOTEUHYPHUS MOXKET OBITh
nposieieHreM JIC uimu odeHb penkum mododHsiM 3¢ dektoM. JIC KynmupyroT neKkcaMmeTa3oHoM **,
€CIIM €CTh W30 IMPOBAHHAS IPOTCHHYPHUS — MOXKHO YMEHbIIUTH 103y ATRA** 10 25 Mr/m2.

CrnenyeT OTMETUTD, UYTO TMIIEPKOATYJISIIMOHHBIA CUHJPOM, pa3BuBaromuiica npu OILIL,
MOYET CIIY>)KUTh OCHOBOH JUIS Pa3BUTHA JIETOYHOT'O aclepruiuie3a, 0COOEHHO B YCIOBHUSX
JUINTEJIBHOTO ~TPUMEHEHUs 10 1oBoAy (eOpuiIbHOM JHMXOpaJkyd IIUPOKOro — CIEKTpa
aHTUOAKTEpUAJIbHBIX CPEJICTB M HA3HAYEHUs JiekcameTa3oHa™* npu nono3penuu Ha JIC.

®eOpuiibHas IMXopajika 0€3 BbIIBICHHOIO o4ara MH(EKUHUU (BBIIOJHSAETCS TIIATEIbHBIN
MOUCK MH(EKIIMOHHOTO OYara — KaTeTep, MaparnpoKTUT, HHQUIBTPAT MOJIOBBIX I'y0, TaiMOPHT;
OCYILECTBIISICTCSI HEOAHOKPATHBIN peHTrenosniornyeckuii (KT) KOHTpoIIb 1erouyHoN TKaH!, IOCEBbI
KPOBHU U3 BEHBbI M KaTeTepa, KOHTPOJIb YPOBHS I'aJJaKTOMaHHAHA B KPOBU U T. J.) IPU OTCYTCTBUU
JIpyTUX MOOOYHBIX SBJICHHI MOXKET OBITH MEPBBIM Ipu3HaKoM pa3Butus JIC.

Taxxe Hepeako NMpU NEpeIMBaHUM 3HAUUTEIbHBIX OOBEMOB KUAKOCTH y MAallMEHTOB
pasBUBaeTCs IMeperpy3ka M0 MajloMy Kpyry KpoBooOpalieHus: (OT€K JIeTKHMX), 4TO MOXKET
umuTHpoBaTh KapTuHy JIC, moaToMy HE00X0AUM KECTKUN KOHTPOJIb INype3a, CTUMYJIMPOBAHNE
Iypesa, BBEACHNE B/B HUTPATOB, KATMICOEPEraomux JNyPETHKOB, KAPANOTOHUKOB.

B cBs3u ¢ tem, uto pasBepHyThid JIC ABISETCS KU3HEYTPOKAIOIIUM COCTOSTHUEM, MPH
maneiimmx mnpusHakax JC (1) d¢eOpunbHas nuxopagka 0e3 TPH3HAKOB HHQEKIUH,
2) ApIxaTeNbHasi HeIOCTATOYHOCTh +\— KpoBOXapKaHbe, 3) mpubaBka B Macce Tena (0Teku +5 Kr),
4) peHTTeHOJIOTHYeCKass KapTHHA ¢ MHPUIBTPATaMHU, TIOX0Kasi Ha JISTOYHBIN JUCTPECC-CHHIPOM,
5) I1uUIeBpaNbHBIA WM TEPUKAPIUAIBHBIA BBIIIOT, 6) THIOTEH3Us, 7) OCTpas IoYeyHas
HEJ0CTATOYHOCTh) — HeMeIJIEHHO HA3HAYAETCH JeKcamera3on™* 10 mr/m? 2 pa3a B JeHb 110
KynupoBaHusi npu3HakoB JIC u ¢ JgoctaTodyHO OBICTpON OTMEHOW BHocieAcTBUU (oOImas
MPOJOKUTEILHOCTh BBEACHUS I€KCaMeTa30Ha™* — onTUMalIbHO 7 AHEW, BCIIEJCTBHE BBICOKOTIO
pUCKa pa3BUTHS MHQEKIIMOHHBIX OCJIOXKHEHUH, OCOOeHHO TpuOKOBBIX). Takoil moaAX0n
HACTOSITEJIbHO PEKOMEHIYEeTCs, HECMOTPsl Ha TOT (aKkT, YTO HU OJWH U3 BBIIICYNOMSHYTHIX
NPU3HAKOB M CHMIITOMOB HE SIBJII€TCSI TATOTHOMOHUYHBIM, U OHU CaMH IO cebe MOryT ObITh
CBSI3aHbI C COMYTCTBYIOIIMMH COMaTHYECKUMH IIpoOieMaMu, TAKUMHU Kak OaKkTepueMus, CErcuc,
rpuOKoBble MH(EKIMM WM 3acTOWHas cepJedyHas HeJocTaToyHocTh. I[lpu Hamuuuun
UHQEKIIMOHHOTO Tpolecca, 3acTOWHOM cepaeyHoil HenmoctatoyHocTw jauarHo3 JIC  He
yCTaHaBJIMBAIOT, HO Ja)K€ B 3TUX CUTYallMsAX Ha3HAUECHHUE JIeKcaMeTa3oHa*™ onpasnaHo. YactoTta
Ha3Ha4YeHMs JeKcaMmeTa3oHa™™* BO BCeX HCCIIEJOBaHMSIX HUKOI/IA HE COBIAJAEeT C 4acTOTOM

pazsutus JIC.
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Pa3Butus cungpoma nuddepeHIUpPOBKUA OMYyXOJEBBIX KIETOK MOXXHO OXHAAaTh Kak B
nepBbie AU npuemMa ATRA**) tak W mocie 3aBeplIeHUs BBEIEHHUS MPOTUBOOIMYXOJIEBBIX
npenapatoB Ha GpoHe npoponkaromerocs npuema ATRA**, Ha BbIXo/ie U3 arpaHyJI0LUTO3a, JaKe
TIPY HU3KUX IUpax jeiKkonuToB (Hanpumep, <2 x 10%1m). Yacrora auarHoctuxu JIC 3aBUCHT OT
MIPOrpaMMBbI JICUECHUSI U KPUTEPUEB TUATHOCTUKH, Bapbupys oT 2 10 50 %, na nporpamme AIDA
cocraJjss 25 %.

Beigensitor JIC: cpenneii Tsokectu — 2/3 cummnroma (B cpearem y 50 % manueHTOB) H
TsoKeNbIi — 4 1 6osee cuMnToMoB (B cpenHeM y 50 %). Taxoke ormeuatot pannuit JIC (no 7 queit,
npuMepHo y 54 %) u mo3auawuii (8—14-i nenp — 5 %, 15—30-it nenp — 36 %, 31-46-it genp = 5 %),
KOTOPBIE OTJIMYAIOTCS 110 MPOLICHTY JIeTAIbHOCTHU: 36 1 9 % COOTBETCTBEHHO.

I[Mpu T1soxkenom JIC  (MCKycCTBEHHAas BEHTWISAIMS JIETKUX, OCTpas IOYedHas
HepoctaTouHocTh) ATRA**  nmomkHa OTMEHSATHCSA, €€ TpUeM BO30OHOBISETCS IOCIIEe
KyIMUPOBaHUS JbIXaTENbHOM, TEYEHOYHON M MOYEUHON HEJOCTATOYHOCTH (MOXKHO B TIOJIOBUHHOM
7103¢€).

Bpemennoe mnpekpamenne Ttepanmuu ATRA** mokasaHo numb B cioy4dae pa3BUTHS
cepbe3HbIX MposBieHuil cunapoma auddepenuuposku OIUI (ecnu y manueHTa pa3BuUBaeTcCs
MOYeYHasi HEJIOCTATOYHOCTh WJIM TpeOYIoIUK MepeBojia B OTIEJIEHWE WHTEHCUBHOM Tepamuu
pecrnupaTopHbIi qucTpecc-cunpom). Bo Bcex npyrux cinydasx tepanust ATRA** nomkna ObITh
MIPOJIOJDKEHA.

Ecnmu Ha QoHe Ha3HaueHus jaekcameTa3oHa** u mponoikeHHoro mpuema ATRA**
peructpupyercs nporpeccus JIC mwnn otcyTcTBUe 3PdekTa Ha BBEJCHHE JeKcaMeTa3oHa™™*, To
ATRA** cnenyer otMeHUTh. Eciiu mociie 3Toro oTBET Ha BBEACHUE JIEKCAMETa30Ha™™* MOJIyYeH,

CIICAYyCT NPOAOJDKUTh TCpAIUIO JO IMMOJHOTO MCYEC3HOBCHUA CHUMIITOMOB, a 3aTEM BO300HOBUTE

ATRA**,

66

PekomeHaoBaHO K U3yyeHuto pegaktopamm canta MeaYHusep - https://meduniver.com/



IIpunoxenue b. Anropurmsl 1eidcTBUII Bpaya
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Ipuioxenue B. Uudopmanus 1/ NaUEHTOB

W3menenus B 2 xpoMocoMax MPHUBOIAT K 3a00JI€BaHUIO, KOTOPOE HA3bIBAECTCS OCTPHIN
npomuenouutapsbiil aeiiko3 (OILI). IToutu Bo Beex cayuasx OILJI npoucxoaut TpaHciiokanus,
T. €. IEPEMEIIICHHE YaCTHU OJTHON XpOMOCOMBI Ha IPYTYI0. DTO XpoMocoMbl 15 u 17. B aTom ciydae
o0pa3zyercs MoJIoMKa B XpoMocoMme 15, koTopasi 00pasyeT pa3pbiB B 00J1aCTH pacloI0KEHHOTO Ha
Hel reHa PML (ren mpomuenonuTapHoi JeiikeMun ), ¥ IOJIOMKa B XpoMocoMe 17, B pe3yJibrare
KOTOpoil oOpasyercst paspeiB B oOmactu rena RARA (ambda-ren pementopa peTHHOEBOM
KUCIIOTHI). B pe3ynbTare mepeMemieHus: yacteii XpoMocoM 0o0pa3yercsi CIMSHUE 3THX I'C€HOB U
dopmupyercss Tak Ha3biBaeMblii ciauBHOM reH PML. DToT aHOManbHBIE TeH KOIUpPYeT
o0pa3oBaHHe MPOTEHHA, KOTOPBI OCTAHABIMBACT CO3PEBAHME IMPEIIECTBEHHUKOB 3PEbIX
MUEJIOUIHBIX KJIETOK KPOBH M KOCTHOI'O MO3ra Ha MPOMEKYTOYHOM CTaluu MMPOMHUEIOLHUTA. JTa
TpaHCIOoKaIus umeet odbo3Hauenue t (15; 17).

WNnentudukanus xapakTepHOHW TpaHCIOKAlMM Kak TyckoBoro Mexanmsma OIUI u
pa3BUTHE TaK HA3bIBAEMOW LIEJICHANPABICHHON (TapreTHOM) Tepamuu MPHUBEIH K TOMY, UYTO
IPAKTUYECKH Y BCEX NAIlMEHTOB, KOTOPHIM HayaJbHOE JIEUEHUE MOXKET OBITh pPEaln30BaHO B
[IO0JIHOM 00BEME, BO3MOKHO JJOCTUKEHHUE TaK Ha3bIBAEMOM IIOJTHOM PEMUCCHUH, T. €. ICUE3HOBEHUS
BCEX CHUMITOMOB JIEIKEMUU U BOCCTaHOBJIEHHS HOPMaJIbHOTO KpOBETBOpeHHUs. B pesynbrare
LeJIeHaNpaBIeHHON Tepanuy JelkeMuyeckre OI1acTHbIE KIETKU MOTYT CO3pEeTh U B JJaJIbHEHIeM
UCTOIIUTh CBOM MOTEHIMAT HEKOHTPOJIUPYEMOI'O pocTa W MOTMOHYTh. TeM He MeHee Ha 3TOH
CTaJIuM BCE €lIe CYIIECTBYET OCTATOYHAs MOMYJALHUS JIEMKEMUYECKUX KIIETOK, MO3TOMY, €CIIU
OCTaHOBUTH JICUEHHE HAa ITOM 3Tare, 3a00JIeBaHNE PAHO WX MO3/IHO 00s3aTENbHO PELIUIUBUPYET,
4TO c/eTaeT U3JIeYeHUE TOUTH HeBO3MOXKHBIM. Creayrolue BakHble KOMIOHEeHThI tedenus OIJT
JIOJDKHBI OBITH Takke 00s3aTelIbHO PEATM30BAHbl: KOHCONMIMPYIOIIEE U IMOAJepKHUBAIOLIEe
nedenue. [locnenoBarenbHOE BHINOJHEHHE BCEX KOMIIOHEHTOB JICUEHHUS MPUBEIO K TOMY, YTO
ceroans 9 u3 10 manveHTOB UMEIOT PeAIbHYI0 BO3MOKHOCTD JOCTUYb BEPOSITHOCTH MPOXKUTDH O€3
NpU3HAKOB Oosie3Hn Ooniee 5—7 ner. JlocTHKEHUS B pa3BUTHHM OHOJOTMYECKHX TEXHOJOTHMH
IPUBEIH K TOMY, YTO TENEph IEbI0 JETEKIUN OCTaTOYHOMN MOMYJIALUHU JEeHKEMUYECKUX KIETOK
ABIIIETCS pacro3HaBaHue 1 maTojoruueckod KiaeTku mnpubauszurenbHo Ha 10-100 ThIC.
HOPMAaJIbHBIX — 3TO CTAJIO BO3MOKHBIM C MTOMOIIBIO0 TEXHOJIOTMH MOJIMMEPA3HO-1IETTHON peaKIty.
B Hacrosimee Bpemst Tak HazbiBaeMasi MosieKyssipHast pemuccust OITJI siBisiercst nenbio JeueHus
narenToB ¢ OIUI. Hapsny ¢ moctuxkeHHeM MOJNEKYJISIpHOW peMUCCHU (MIIM MOJIEKYJISIPHOTO
«OTBETa») BaXHbIM KOMIIOHEHTOM HaOJIOJeHHsI 3a OOJIbHBIM SIBJISIETCA TaKXKe PEeryJsipHOe
HCCJIEJOBaHHE KOCTHOTO MO3Ta METOJ0M MOJMMEPA3HO-LIEMNHONW PeaKuy B MOCIIETYIOIINE ITalbl

— MOJICKYJISIPHBIIf MOHUTOPUHT MHHUMAJIBHOW OCTATOYHOH (pe3nayalibHOI) O0JIe3HH.
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B apcenane coBpeMeHHON MEIUIMHBI €CTh BCE Mpenaparsl 11 3PPEeKTUBHOTO JICUEHUS
OIlL

HeorbeMieMbIM KOMIIOHEHTOM JIEUEHHUS] NALMEHTOB C BIIEPBBIE JUATHOCTHPOBAHHBIM
OII sBasieTcst TakkKe CONPOBOJAUTENbHAS TPaHC(HY3MOHHAsI Tepanns KOMIOHEHTaMH JTOHOPCKOM
KpPOBH, IPEXKAE BCEr0 CBEXKE3aMOPOXKEHHOHM IUIa3MOM M KOHIIEHTPATOM TPOMOOLMTOB. OTH
KOMITOHEHTBI HEOOXOJIUMBI MPEX/E BCEro B JICUCHHM TaK Ha3biBaeMoil koarynomatuu OITJI —
COCTOSIHUS, IIPU KOTOPOM IIPOUCXO/AT HAPYIIEHHs CBEPTHIBAEMOCTH KPOBH, B KOTOPBIX UMEETCS
HOBBIIIEHHBI PUCK KPOBOM3IMAHUI B COYETAaHUM C BO3MOYKHOCTBIO TaKX€ U TPOMOOTHYECKHUX
OCJIO’KHEHUH.

B 3axnrouenue cienyer ckaszarb, 4to, XoTs OILJI wacto paccmarpuBaercss B paMKax Tak
Ha3bIBAEMbIX MHUEJIOMIHBIX JICHIKO30B, OH JICYUTCS 10 HECKOJBKO MHBIM NPUHIUIIAM, YEM JApYyTUe
MHUEJIOUIHbIE JIeHKO3bl. TpaHCIUIAaHTalMsg KOCTHOIO MO3ra pEeIKO paccMaTpUBaeTCsl Kak
KOMIIOHEHT JIEUEHUS NallMEeHTOB ¢ Brepsble BoisiBIeHHBIM OILJI. B T0 ke Bpems TpaHcIutaHTanus

KOCTHOT'O MO3T'a MOXET OBITh B&YKHBIM KOMIIOHCHTOM JieueHus peruanoB OITJI.
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