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OJI — ocTpblit n€iiK03

OMUJI — ocTpblii MUEIOUIHBIN JIEHKO3

OILJI — ocTpblii IPOMHUEIOLUTAPHBIN JEHKO3

OT-IILP — nosmMepasHas 1ienHasi peakiys ¢ 00paTHON TPaHCKPUNTA301

[1K — nepudepuueckast KpoOBb

[TP — nosnHas pemuccus

[TLIP — monumepasHas uenHas peakius

C3II — cBexe3aMOpoKeHHAs T1a3Ma

TI'CK — TpaHcmiaHTanusi FeMOIOATUYECKUX CTBOJIOBBIX KIIETOK

TKM — TpaHCIuianTanusi KOCTHOTO MO3ra

Y1 — ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHKE

YVP — ypoBeHb yOSTUTEILHOCTH PEKOMEH AN

O Ab-knaccuduxanus — knaccupukanus OpaHKo-aMepUKaHCKO-OpUTaHCKOM IPYIIIBI SKCIIEPTOB

XT — xumuorepanus

IMHC — uenTpansHas HepBHAs cUCcTEMa

ARA-C — mutapabun**

ATO — MBIIIBSKA TPUOKCHT

ATRA** — OTHOCTBIO TpaHC-PETHHOEBASI KUCIIOTA (TPETUHOMH **)

CD — knacrep muddepeHInpoBKI

FISH-nccnenoBanue — ucciieoBaHie METOI0M (UIyOPECIIEHTHON ruOpHUIn3aIiny in situ

FLT3 — fms-moto0Has Tupo3uHKUHA3a-3

** — )U3HEHHO HE0OXO0MMbIC U BaKHEUIITHE JICKAPCTBEHHBIE MPETapaThl

# — nmpemapaT, NpHUMEHSIOMIMICS O0€3 COOTBETCTBHSI C TIOKa3aHUSIMU K TPUMEHEHUIO U
MIPOTUBOMNOKA3aHUSAMH, CIIOCOOAMU TPUMEHEHUS M JI03aMH, COJAEpXKAIIMMHUCA B HWHCTPYKIUHU IO
MIPUMEHEHHUIO JICKapCTBEHHOTO Tipernapata (o¢d-1eitdmn)

TepMuHBI U onIpeesIeHUs

OcTpblif POMHEIIONUTAPHBIM JIEHKO3 — OCOOBIM BapuWaHT OCTPOTO MHUEJIOHMJIHOTO JIEHKO3a C
npeo0iajaHueM aHOMAJIbHBIX MPOMHUENIOIUTOB, XapaKTePU3YIOUIUICS TEeHEeTHYECKUMH MYTalUsSIMU,
NpUBOIAIIMMHU K pexkomOuHauu reHa RARA ¢ renom PML (myramus t (15; 17) (q22; ql2)) wim ¢
JIPYrMMHU FreHaMH-TIapTHEpaMu.

JudbepeHunpoBOYHBIA CUHAPOM — JKU3HEYTpOJKAIoIee OCJIO0XKHEHHE, pa3BUBAIOIIEecs IMpH
JICYEHUH OCTPOr0  IMPOMHEIOLUTAPHOTO  JIeiiK03a  TOJHOCTHIO  TPAHC-PETUHOEBOW  KHCIOTON
(TpeTHHOMH™*) U TPUOKCUIOM MBIIIbIKA, KOTOPOE IUArHOCTUPYIOT IPH HAIMYUK HE MeHee 4 CHMIITOMOB
U3 CIEQYIOLIEro CHUMITOMOKOMILIEKCA: JMXOpajaka Oe3 BBISIBICHHON MPHYMHBI, HApacTaHHE YHUCIA
JMEHKOIUTOB,  PECHUPATOPHBIA  JUCTPECC-CUHAPOM,  HHPWIbTpAIMsS  JITOYHOW  TKaHM  Ha
pEHTreHorpaMMax, TUIIOKCEMUs, OTEKU (TUAPOTOpPAKC M THAPONEpUKapna), npubaBka Macchl Tena,
MoYeyHasi HeJOCTATOYHOCTbh, apTepuaIbHas TUIOTEH3MUS.

[TonHo#t pemuccueil ocTporo MPOMHUETOLUTAPHOTO JIeHK03a MPUHSATO HA3bIBATh TO COCTOSIHUE
KPOBETBOPHOM TKaHM, IMPU KOTOPOM B ITyHKTaTe KOCTHOTO Mo3ra oOHapyxkuBaerca < 5% OmacTHBIX
KJIETOK MPU HOPMAJIbHOM COOTHOULIEHHWH BCEX POCTKOB KPOBETBOPEHUS, MPU KOJIUYECTBE HEUTPOPUIOB B
nepudepuueckoit kposu > 1,0 x 10%1, npu xommuectse TpomGonutos = 100 X 10%1, npu otcyTcTBUM
SKCTpaMeyJUIIPHBIX OYaroB JIEHKEMHUYECKOTO POCTa. YKa3aHHbIE MOKa3aTelIH JOJDKHBI COXPAHATHCS B
TedyeHue = 1 mec.

PesucrentHas ¢opma OCTPOro MPOMHUENOLMTAPHOTO JIEHKO3a MOXET ObITh KOHCTAaTUPOBAaHA IPH
OTCYTCTBHM TIOJHOM PEMHUCCHM TOCie 3aBeplieHus | Kypca MHIYKIMOHHOW Tepanuu. Ilo MHeHMIO
OO0JIBIIMHCTBA MEXKIAYHAPOJHBIX U POCCUHCKUX IKCIEPTOB, Y MAUEHTOB C OCTPHIM IPOMHEIOLUTAPHBIM
JIEMKO30M, JIOKa3aHHBIM MOJIEKYJIIPHO-LIUTOI€HETUUECKUMH HCCIIEJOBAHUSMH, IPH HCHOJIb30BAHUHU
TPAHC-PETMHOEBOM KHUCIOTHI B COYETAHMHM C XUMHOTEpanmued WIM TPUOKCHIOM MbIIIbsKa™*
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pedpakTepHbIX GOpPM OCTPOr0 IPOMHETOUTAPHOTO JIEHKO3a HE CYILIECTBYET.

PaHHsAg cMepTh — CMEPTh NALIMEHTOB B NEPUOJ UHAYKIIMOHHOW TEpaIuu.

PeunauB ocTporo nmpomMHeNOLMTApHOrO JIEMKO3a KOHCTaTHPYIOT IPU OOHAapyKEHMM B IIyHKTaTe
KOCTHOTO MO3ra > 5% OJIaCTHBIX KJIETOK.

MuHUMaJIbHOW OCTATOYHOW OO0JIE3HBIO, WJIM MUHUMAJIBHOU pe3uyaabHON 00JIE3HBIO, HA3bIBAIOT
HEOOJBIIYIO TOMYJISIHIO OMYXOJIEBBIX KIETOK, KOTOpas HE MOXKET ObITh 3a(pUKCHpOBaHA C MOMOIIBIO
CBETOBOI'0 MUKPOCKOIIa, HO OOHapyKuBaeTcs 00jee TOHKMMH METOJIaMU MCCIIEA0BaHuUs, BIABIISIOIIUMU
1 neiikemuueckyio kineTky Ha 10%° uccmemxyembix.

[uTorenernueckas peMUcCUsi — 3TO MOJIHAS KIMHUKO-T€MaTOJIOTHYECKasi peMHUCCHs, IPU KOTOPOI
merogoM FISH (uccnemoBanme MeronoM (UIYOPECHEHTHOW THOPHAM3AIHMH in Situ) HE BBISBISACTCS
ciuBHOM reH PML-RARA.

[uTorenernueckuii peuuauB — mnoBTopHoe mosiBieHue reHa PML-RARA, omnpexpenstonieecs
MetonoM FISH, Ha ¢oHe coxpaHstomieics: KIIMHUKO-TEeMaTOJIOTUYECKO pEMUCCHH.

MouekynspHasi peMUCCHSI — 3TO TOJHAasl KIMHUKO-T€MaTOJIOTHYecKasi peMHUCCHsI, IPU KOTOPOil He
0OHapy)XMBAalOT MCXOJHO ONPENENABIINNCA METOJOM MOJUMEPAa3HO-LENHON peaKkIuu XUMEPHBIN
tpanckpunt PML-RARA npu uyBcTBUTENBHOCTH MeToAa 107,

MonexkyasapHbIN PEUANB — NOSIBJIEHUE UCXOTHO ONPEAEIIBIIErOCsS XUMEPHOTO TpaHckpunta PML-
RARA B 1BYX MOBTOPHBIX aHa/IM3aX (MIPOBEIEHHBIX C KOPOTKUM MHTEpPBajIoOM BpeMeHU — /-10 nHeil) Ha
(hoHe coxpaHsIOIIecs] KIIMHUKO-TeMAaTOJIOTHYECKO pEMUCCHH.

TpancranTanys reMOmO3THYECKUX CTBOJIOBBIX KIETOK — TMOJ 3TUM TEPMUHOM OOBEAUHEHBI
TpaHCIUIAHTAIMS TEMOIMO3TUYECKUX CTBOJIOBBIX KIIETOK KOCTHOTO MO3ra, nepudepruueckoi, mymoBUHHOM
(nTaneHTapHOI) KpOBH.

OOmiast BBKMBAaEMOCTb. JlJ1s1 €e OLEHKM aHAIM3UPYIOT BPEMEHHBIE MapaMeTpbl BCEX MALUEHTOB,
BKJIIOUCHHBIX B HCCII€IOBaHUE. AHAIU3 OCYIIECTBIAIOT MetojgoMm Kamiana-Maiiepa. Toukol oTcuera
ABJIETCS JIeHb Havana Tepanuy. COObITHEM CUMTAETCS TOJBKO CMEPTh MALMEHTOB OT JIIOOOW MPUUYMHBI
(paHHsIS IETATBHOCTD, CMEPTH B IEPUOJT PEMUCCHH OT JIF000M MPUUYMHBI, CMEPTh B MIEPHOJ] PELIINBA).

bespennauBHas BeDKMBAaeMOCTb. [Ipyu ee aHanmmse y4WTHIBAIOT JAHHBIE TOJBKO TEX NMALUCHTOB, y
KOTOPBIX ObLIa JOCTUTHYTA IOJIHAA PEMHCCHS. AHaIM3 OCYIIECTBIISIIOT MeTonoMm Kammana-Maiiepa.
Toukoii orcyera cuuTaeTcst Jara JAOCTHXKEHUs NOIHOM pemuccuu. COoOBITUAMHU CUMTAIOTCS PELUAUB U
CMEpTh OT JIF000H MPUUUHBI (B MEPHOJ] KOHCOJIUAALUH HIIH TOIEPKUBAIOIIET0 JIEUEHHs, OT PeLUI1Ba, B
NIEPUOJT PEMUCCUU OT APYroi NPUYMHBL, HAIIPUMEP CYHLIH/A).

BeposTHOCTE cOXpaHEHUs NOJIHON pemuccuu (00paTHOE OT BEPOATHOCTH pa3BUTHUS peruusa). [Ipu
OLICHKE BEPOSITHOCTH COXPAHEHMS ITOJIHOM PEMHUCCHH YYUTBIBAOTCS JAaHHBIE TOJIBKO O TEX NMALUEHTAX, Y
KOTOPBIX JIOCTUTHYTa MOJHAs peMuccus. AHain3 ocymecTBisoT metonom Kamtana-Maiiepa. [Ipu atom
TOYKOH OTCYeTa CIY)KUT JaTa JOCTUXKEHUs MOJIHOM pemuccuu. CoObITHEM CUMTAETCS TOJBKO PEeLUIUB
3a00JIeBaHMs, CMEPTh MPHU MOJIHON PEMHUCCUU CUMUTAETCs LEH3ypupoBaHHEM. Takke LEH3YpUPYIOT Bcex
MALMEHTOB, KTO JKUB IIPY IOJHOM PEMUCCUU B MOMEHT IPOBEACHUS aHAIN3A.

beccoOpITuiiHAas BBDKHMBAEMOCTb. OJTOT IOKa3aTelb OLICHMBAET BCE COOBITUS (HEAOCTHKEHHE
IIOJIHOM PEMHUCCUU IOCJIE MHAYKIIMOHHOTO 3Tala, CMEPTh B MHAYKLUHU, CMEPTH IIPU NOJHOW PEMHUCCHH,
CMEpTh OT JIFOObIX JPYTrUX MPUYMH, PELUIUB 3a00JI€BaHNUs) Y BCEX MAllUEHTOB, BKIIIOUYEHHBIX B aHAJIN3, C
MOMEHTA HayaJla TepaInu.

WNHaykuysi peMUCCUU — NEPUOJ HA4YaJIbHOTO JICUYEHUS, LEJIBI0 KOTOPOTO SIBJISIOTCS MaKCUMAaJIbHO
OBICTPOE U CYIIECTBEHHOE YMEHbBIICHHE OMYyXOJEBOW MacChl U JIOCTHKEHUE MOJHON peMuccuu (0ObIYHO
1-2 kypca). IMeHHO B 3TOT mnepuoj Ha (oHE NMPUMEHEHHUS IMTOCTATHUYECKUX CPEICTB KOJIUYECTBO
JEHKEMUYECKUX KIETOK B KOCTHOM MO3re yMeHblaercs npuMmepHo B 100 pas3, T.e. B MOMEHT
KOHCTaTaIlM MOJIHOM pEeMHCCHUU B KOCTHOM MoO3re Mopdojoruyecku ompenensercs < 5% OmyXoJeBbIX
KIIETOK.

KoHconmpanust peMuccuu — BTOpOH 3Tan Tepanuu 0CTPOro NPOMUEIOUTAPHOTO JIEHKO03a, SBIISIETCS
MIEPUO/IOM 3aKPEIUICHUS IOCTUTHYTOTO MPOTUBOOIYXO0JIEBOTO 3 deKTa.

[IpoTuBOpeLMIMBHOE WM TOJAEpKMBaroliee JieueHue. IIpojomkeHne HUTOCTaTUYECKOIO
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BO3/ICCTBUS B TEYCHHE JBYX JIET OT OKOHYAHUS MHIYKIMH/KOHCOMH AU, [IoHATHS 101ep >KUBAOLIETO
JIeYeHHs] HE CYIIECTBYET B MpOrpaMMax JICYCHHs MEPBUYHBIX OOJBHBIX OCTPBHIM MPOMHEIOLUUTAPHBIM
JIEUKO30M MBIIIBIKOM TPUOKCHJIA.

[Ipo¢unaktuka wumm — 1Opu  HEOOXOAMMOCTH — JIEYCHHE HEHpOJCHKEeMHH — SBISETCS
NPUHLHUINNAAIBHBIM J3TallOM I[pPU JICYEHUH IALUEHTOB C OCTPBIM IIPOMMENIOUUTAPHBIM JIEHKO30M H3
IPYNIbl BBICOKOTO PHCKAa. OJTOT 3Tall PACHpElelisseTcss Ha BCE IMEPHOJbl MPOrPAMMHOIO JICYEHUS —
MHIYKIHIO PEMUCCUH, KOHCOJIUJALMIO U MOAAEPKUBAOILEE JICUCHUE.

1. Kparkas nnpopmanus

1.1. Onpenenenne 3a00/1eBaHUS WM COCTOSIHUS (TPYNIIbI 3200/1€BAHNIA UJIM COCTOSTHHMIA)

OIIJI oTHOCAT K OCTphIM MHETOUAHBIM Jieliko3aM (OMJI), koTopble MpeACTaBISAIOT CO00
reTepOreHHYIO IPYIIY OMyXOJIEBbIX 3a00JIEBAHUN CUCTEMBI KPOBH, BOSHUKAIOIIMX B PE3Y/IbTaTE€ MYTALIUU
B CTBOJIOBOW KJETKE — NPEIIIECTBEHHUIIE TEeMOIO033a, B pe3ylbTaTeé 4Yero IMpPOUCXOIUT OJIOK
TU(pQPEepeHIMPOBKM W HAYMHAETCS HEKOHTpojiupyeMas mpohudepanus HeauppepeHInpyeMbIx
OTIYXOJIEBBIX KPOBETBOPHBIX KJIETOK, BEITECHSIONTUX HOPMaJIbHBIE.

OIUI mpencraBiser coOOM YETKO OYEpUYEHHYIO HO30Jorudeckyro ¢opmy B pamkax OMIJI ¢
HACTOJILKO XapaKTEPHBIMH KIIMHUKO-JTA00PAaTOPHBIMU MPU3HAKAMH (THIHUYHAS MOP(OJIOTHS OMyX0JIEBBIX
KJIETOK, TSDKETBIM TeMOpPparudyecKuii CHHAPOM, TE€MAaTOMHBIA THI KPOBOTOYMBOCTH, H30BITOYHO
aKTuBHUpOBaHHbIN (pubpunonus, JABC-cunapom, oObIYHO — JIEHKONEHUS), YTO JAMArHO3 MOPOM MOXKHO
YCTaHOBUTbH, OCHOBBIBASCH JIMIh HA KIMHUYECKUX MPOSBICHUAX. TeM HE MEHEe MMEHHO STOT BapUaHT
OMUJI tpebyerT >xecTKOM Bepu(pUKAIMK TUArHO3a MOJICKYIIPHO-TCHETUUECKIMHU METOIaMH.

OT10 00ycnoBieHo TeM, uTo uMeHHO ¢ OITJI cBs3aHO 0THO M3 CaMbIX MPUHIMITHAIBHBIX OTKPBITHH B
obyactu OMONOTHHU JIEHKO30B: OOHapyxkeH (eHoMeH muddepeHupoBkr OmacTHeIX kKieTok OILJI mon
BO3JICCTBUEM JICPUBATOB PETHHOEBOM KHCIOTHI — 13-1IMC-pETUHOEBOM, MOJHOCTHIO TPAHC-PETHHOCBOM
(Tpetunoun**, ATRA**), 9-muc-pernHoeBoit kuciotrel. Mmenno ATRA** crajma mnepBbIM Tak
Ha3bIBa€MBbIM TapreTHbIM TpenapatoM. [Ipumenenune ATRA** peBomronmoHHBIM 00pa3oM H3MEHHIIO
ucxoasl Tepanuu OITI.

[Tocne mosiBnennss ATRA** apcenan matoreHeTnueckux 3(()EKTUBHBIX METOJOB TEpanmuu ObLI
paciiupeH 3a cueT Mbliibsika Tpuokcuaa (ATO), sBistonerocs, BEposTHEE BCEro, OJHUM M3 Haubosee
aKTUBHBIX Omosiormueckux cpenacts B jedeHun OILJI. U yxe He BbI3bIBacT coMHeHUs TOT ¢akt, uro OITJI
MOTYT OBITh U3JIEYECHBI JaXKe 0€3 MPUMEHEHUs [IUTOCTaTHUYECKUX MPErnapaTos.

Jleuenne OIIJI ocBemaercs B TekcTax HanMOHAIBHBIX pekomeHaanuii CIIIA u BenukoOpuranuw,
nocBseHHbIX Tepanuu OMJI, KoTopble BKIIOYAIOT JIUIIb HEKOTOPbIE KOHKPETHBIE ITYHKThI, Kacaroluecs
teparuu OIJL. B 2009 r., a 3arem u B 2019 r., eBpomneiickas opranuzanusi LeukemiaNet, o6beaunuB
MEeXIYHApOJHBIX SKCIIEPTOB, pa3padoTaina eBporeiickue pekomenaanuu no jgeuenuto OIUI, ocHoBaHHbIE
KaK Ha pe3yiabTaTax yXe MNpPOBEJACHHBIX HCCICIOBAaHMWN, TAK U HA MHEHHSAX BEAYIIUX dKcreptoB [1].
Poccuiickas uccnegoBarenbckas TpyIia mo jgedeHuto ocrporo jeikosa (OJ) ¢ 1997 r., korma ATRA**
cTalla OCHOBHOM wyacThto mporpammuHoro jseudenuss OILJI, mpoBena HECKOJNBKO MPOCHEKTUBHBIX
MHOTOIIGHTPOBBIX M OJHOICHTPOBBIX uccienoBanuid 1o Jedenuto OINJT [2]. OmeiT poccuiickux
reMaToJoroB W MEXIyHapOoJHble MMyOJMKAIMU CTald OCHOBOW MpeacTaBisieMblx HannoHanibHBIX
pexomenaanni no gedennto OIJI B3pocibIx.

1.2. DTHosiorusi W maToreHe3 3a0o0JieBaHMSA WJIHM COCTOSIHMSI (rpynmnbl 3a00/1eBaHUi HMJIH
COCTOSTHMA)

Otuonorus OILJI B OONBIIMHCTBE CJIydacB HCU3BCCTHA. B nocnegnue roabl OIMHCBHIBACTCS BCE
0oJIBIIIE CJIydacB BO3HHUKHOBCHUA OIlI xak BTOPHUYHOT'O HeﬁKOBa, CBA3aHHOTO C HpCIlH_ICCTBYIOH_ICﬁ
XI/IMI/IOTepaHI/Ieﬁ (XT) u O6J'Iy‘-ICHI/IeM. bonpmme MHOTOLICHTPOBLIC HUCCICAOBAHUA CBUIACTCILCTBYIOT O
TOM, 4TO BTOpI/I‘-IHLII‘/JI OILJI B OOJBIIMHCTBE CJIY4acB BO3HHUKACT HC MO3JHCC TPCX JICT IMOCJIC 3aBCPIICHUA
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XT 1o moBoAy MEPBHYHOTO OHKOJOTMYECKOTO 3a00JeBaHUs HMHrHOMTOpamMu Torouzomepasbl 11
(aHTpAIKIIMHBI, UM MHTOKCAHTPOH**, pexke arono3ua*™*). V 57% mnanueHTOB NMEPBUYHON OMMyXOJIbIO
ObUI paK MOJIOYHOH KeJe3bl, Jajiee CASAYIOT HEXOPKKMHCKUE TUM(OMBI, 3HAYUTEIIBHO pexe — TuMpoma
XomxkuHa. CpernHee BpeMsi OT 3aBEpUICHHS TEpanvy O TOBOJAY NEPBUYHON OIYXOJM J0 MOMEHTA
nuarHoctTuku BropuyHoro OILJI cocraBnser 24 mec (ot 15 mec go 8 ner). Ilo mepe yBennueHus
arpecCUBHOCTH  XUMHOTEPANICBTUYECKOTO  BO3JICHCTBHS  YBEIMUYMBACTCS BEPOSTHOCTH  Pa3BUTHS
BropuuHoro OIJL, kak, BipoyeM, MOXKET YMEHBIIATHCS M BPEMEHHON MHTEPBAJI OT MOMEHTA 3aBEPILICHHS
XT no BosHukHoBeHus OJL.

WHTepecHO OTMETHTh, 4YTO OIMCAHBl IPOMHEIOIMUTAPHBIE OJacTHBIE KPU3bI XPOHUYECKOTO
MHEJIOJIEUKO3a.

1.3. dnuaemuosiorus 3ad0J1eBaHus WM COCTOSSHUA (TPyNnbl 3a00/1eBAHMI WJIM COCTOSIHM)

Uctunnas yvactota Bo3HuUKHOBeHMs OIlJI HemsBecTHa, MOCKOJBKY B PETHUCTPHI 3a00JI€BAEMOCTH
OIJI BHOcsT BMecTe ¢ apyrumu BapuantaMu OMIJIL. Cumraercs, yto OILJI BcTpewaerca B 5-15% Bcex
ciryqaeB OMIJIL. U ecnm B 2005 1. B CILIA npeanonaraemas yacrora Bo3HukHoBeHus: OMJI onieHuBanach
kak 11 930 cinyuaeB B rof, To BepositHas yactota aguarHoctuku OITJI coctasisier 600-800 caydaeB B roj
[1, 3, 4].

CymiecTByeT HECKOJIBKO OTJIMYMHI B SMUJAEMHUOJIOTMYECKUX XapakTepucTukax mexay OMJI u OII,
0COOEHHO 3TO KacaeTcsi BeposiTHOCTH Bo3HuKHOBeHUs1 OILJI B 3aBucumMoctu ot Bo3pacta. Tak, s OMJL
BEPOSITHOCTh BO3HMKHOBEHHS MOCTENEHHO YBEIUYMBAETCS MPOMOPLUOHAIBLHO BO3pacTy A0 55 IerT, a
3aTeM OTMeuaeTcsl pe3KUil HIKCIIOHEHIMANbHBIN pocT 3aboaeBaemoctu. [Ipu OIJI 3ta 3ak0oHOMEPHOCTH HE
BbIsIBIIsieTCS. XOTs 3a00JieBaHNE TMAarHOCTUPYETCS] BO BCEX BO3PACTHBIX IpyMIax, €ro yacTora KpaiHe
HHM3Ka y nanreHToB B Bo3pacte 10 10 ner. B Bo3pactHol rpymnme ot 0 no 17 ner wactora OIUI cpenu
Bcex ciydaeB OMJI cocraBuser 3-4%. B Bo3pacte ot 10 no 20 net BeposiTHOCTh BO3HMKHOBeHHs OILI
MOCTETIEHHO BO3pPAcTaeT, 3aTeM Haldrofaercs Iiato 10 Bo3pacta 60 JieT, mocie 4Yero BepOsSTHOCTD
BO3HUKHOBEHHUsI 3a00s1eBaHusl CHIKaeTcs. bompmmHCTBO cimydaeB OINJI quarHOCTHpYIOT B BO3pacTe OT
20 o 60 net. Menunana Bo3pacrta npu auaroctuke O cocraBnser 38 net. [lo manubiM Poccuiickoro
PETUCTPALIMOHHOrO HccienoBanusi, npooguMoro ¢ 2006 r. u BrimrouuBmiero 814 marueHtoB u3 19
uentpoB, OIJI nuarnoctupyrot B 7,25% cinyuyaeB Bcex OJI B3pocnblX, 1 MenMaHa BO3pacTa COCTaBISAET
47 ner (6e3 ydueTa MaUEHTOB JETCKOro Bo3pacTa) [2]. PeambHbIx mokasareneil 3a00j€Ba€MOCTH U
pacnpoctpanenHoctu OILI B Poccuu He cymiecTByer.

1.4. Oco0eHHOCTH KOAMPOBAHUA 3200/IeBAHMS WJIHM COCTOSIHUSL (FPynnbl 3a00J/IeBAHMNA MM
cocTosiHMid) mo MexayHapoaHOil cTaTUCTHYeCKON Kiaccupukanum O0oJie3Hed W MpodJeMm,
CBSI3aHHBIX CO 310POBbEM

C92.4 — ocTphIil MPOMUETOIMTAPHBIN JICHKO3

1.5. Knaccndukanus 3a60/1eBaHusi MM COCTOAHUA (TPyNIbI 3200/1eBAHUI HJIH COCTOSIHUI)

[Marmenter ¢ OII moapa3fenstoTcst Ha TpYyNIbl pPHCKa B 3aBUCUMOCTH OT J1aOOpPaTOPHBIX
nokasarerneit o0Iero ananu3a KpoBH pu Manudecraimu 3abonesanus [1, 2, 4]:

- IrpyINa HA3KOTO pucka: neiikomutsl < 10 x 10%/1

- rpyINa BHICOKOTO pHcKa: TeikoruTsl > 10 x 10%/n

1.6. KumnHuyeckas kapTuHa 3a00/1¢BaHUsl WM COCTOSAHMA (Tpynnbl 3a00/1eBaHUN HMJIH
COCTOSTHMA)

OcTpblif IPOMHMETOIUTAPHBIN JIEHKO3 MpeiCcTaBiIsieT co00i YETKO OYEpPUYEHHYIO HO30JIOTHYECKYIO
¢opMy C HACTOJIBKO XapaKTEPHBIMHU KIMHHUKO-IA0OPATOPHBIMU MpU3HAKAMHU (TUMHYHAsT MOP(HOJIOTUS
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OIIyXOJIEBBIX KIIETOK, TSDKENbI T'eMOppParuvyecKuil CHHAPOM, TE€MAaTOMHBI THI KpPOBOTOYMBOCTH,
M30BITOYHO aKTUBUPOBAHHBIN GuOpunonu3, IBC-cuHapom, 0OBIYHO — JICHKONIEHHS), YTO AUArHO3 MOPOH
MO’KHO YCTQHOBHTb, OCHOBBIBASsICh JIMIIb Ha KIMHUYECKHX MposiBieHusx. Ilpu stom cymectyror OILJI,
KOTOpBIE MPOTEKAIOT HE CTOJb JPAMAaTHYHO: OTCYTCTBYIOT IPOSBICHHS T'€MOPParuv4eckoro CHHAPOMA,
OOJIbHBIE B TEYCHHWE HECKOJBKHX MECSIeB HAOIIOMAIOTCS IO TOBOJY JIGHKONECHWH, YMEPEHHOM
TpoMOOIMTONIeHUU. [IpOosIBIIEHHSI TeMOPParn4eckoro CHHAPOMa (KpOBOTOYHMBOCTH JECEH, MOBBIIICHHAS
TPaBMHPYEMOCTh KOXHBIX TTOKPOBOB, CHHSKH, METEXHH, HEPEIKO KPOBOTEUYEHHUS M3 HOCA, )KEIYIOYHO-
KHUILIEYHOI'O TpaKTa) HA MOMEHT AuarHoctuku umerorcss y 90% mnanuenTos. ['enarocruieHomMeranus Uiu
nuMdaeHonaTHs onpeaeNsoTes MeHee yeM y 20% nanueHTtos [4].

2. JIMarHoCTHKA

Kpurepun ycranosnenus auarsosa/cocrostaust: OIUJI yctaHaBnMBaroT HE3aBUCHUMO OT IIPOLIEHTHOTO
coJiepkaHusl OJacCTHBIX KJIETOK B IyHKTaTe€ KOCTHOrO Mo3ra wim B nepudepuyeckoit kposu (I1K) mpu
HaJTMYUN TaTOrHOMOHHYHO# 11s OITJT xpomocomuoit anomaman t (15; 17) (q12; q11-12) PML/RARG.,

2.1. 7/Kano0b1 1 aHaMHe3

Manudecranmus kmuHuueckux mnposinennd OILUI compoBokmaeTcs xano0aMu aHEMHYECKOTO
XapaKkTepa, pPa3BUTHEM TE€MOPPAruYecKOTO CHHAPOMA PA3THMYHON HHTECHCUBHOCTH M WH(EKIIMOHHBIX
OCJIO)KHEHUW Ha (oHE HEeUTporneHWHu. JlaHHBIE TPOSBICHHUS MOTYT Pa3BUTHCA OCTPO WM TOCTETIEHHO
HapacTaTh.

- Pexomenmyercss BceM mammeHTaM cOOp aHamHe3a W KajnoO s BepuduKanuu auarHosa. M3
aHAMHECTUYECKUX JaHHBIX BBIABIATH CBSI3b C BO3MOKHBIMH TOKCHUECKUMU, JIEKAPCTBEHHBIMU areHTaMHU.
Heo6xomum TiaTenbHbIN COOp CEMEWHOTO aHaMHEe3a M1l HCKITFOYCHHS BPOKJICHHBIX aHOMAJIHH, a TaKKe
Ha HaJu4ue CHOMMHIOB (POaHBIX OpaTheB n/wum cectep) [1-3, 5].

Yposens yoeaurenbHoCTH pekoMeHaauu — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

2.2. duzukajanLHoe 00cae10BaHue

- PexoMeHmyeTrcs BCeM TaIlM€HTaM MPOBOJUTH (HU3MKaIbHOE O00CaeA0BaHUE, BKIIOYAIOIICE
M3MEPEHUE POCTa M MacChl TeJla, TEMIIEPATyphl Teja, OLIEHKY COCTOSHHUS KOXKHBIX TMOKPOBOB, KOCTHO-
CyCTaBHOM  CHCTEMBI,  BBISBJICHHE  TNPHU3HAKOB  TI'EMOPPArM4yecKoro  CHHApPOMA,  HAIWYUE
renaToCIUICHOMET MK, JTUM(aIeHOTIATHH, HAJIMYKE MPU3HAKOB TUCHYHKIIMU CEPJlA, JETKUX, MECYCHH,
OpraHoB SHIOKPHHHOM, HEPBHOM CHCTEMBI I BepuuKauu qaartosa [1-3, 5].

VYpoBenb yoeauteabHocTH pekoMmenaaruu — C (YpoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMmMeHTapuu: mnpoBOAATCS HM3MEpPEHHE pOCcTa M MacChl Tejla, TeMIlepaTypbl Teia, OLIeHKa
COCTOSIHUSI KOCTHO-CYCTaBHOUM CHUCTEMBI, BbISIBJICHHE MPU3HAKOB IreMOPPArudeckoro CUHApOMa, HaIuuus
renarocIuieHoOMeranuu, TuMoareHONaTul, HATMYKs PU3HAKOB JUCPYHKIUU CEpala, JIETKUX, MMEYEeHH,
OpraHoB SHIOKPUHHOM cucTeMbl. B ciydyae mosBieHUs Mamy/ie3HbIX BBICHIIIAHUN HAa KOXKE PacCMOTPETh
BOMPOC O OMOTCHU KOXKHU (TIOI03PEHHE HA IKCTPaMEAYJUIIPHOE IEHKEMUYECKOE MOPaKEHHE).

2.3. JIabopaTopHbie AMATHOCTHYECKHE U CCIeTOBAHUSA

Y 80% mnarnuenToB MaHudecTanus 3a00JIeBaHUs XapaKTepU3yeTcs JIeHKoNeHnel (MeauaHa 4ucia
neiikonuToB cocrasnser 1,8 x 10%n). Ecnm y manuenTta B MoMeHT auarsoctuku OJI ompenensercs
neiikonenus < 1 x 1091, ocobeHHO B couyeTaHuu ¢ runoduOpUHOreHeMuel, To ¢ GONbIION noJjei
BEPOSITHOCTH MOXHO TIpe/inoiaraTh npomuenonutapusiii Bapuant OMIL. ¥V 15-20% nanueHToB B 1e0r0Te
00JIC3HH BBISBIISICTCS JIEHKOIUTO3 (MeauaHa 83 x lOg/n) C YBEJIMYEHHUEM YHCIa JIeWKonuToB 10 = 150 X
10%1n1. Y moaaBIsroIero Yrciia naiueHToB (80-90%) ompenensieTcst aHeMuUsI, TPUUEM y TTOJIOBUHBI U3 HUX
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KOHIIeHTpanusi remMoriobmna cocrtaBimsier < 100 r/n. YV 75% mnamueHToB cojaep)kaHHe TPOMOOIUTOB
camkaercs 10 < 50 X 10%mn. JlaGopaTopHble TPH3HAKM JMCCEMHHHPOBAHHOTO BHYTPUCOCYIHCTOTO
ceepthiBanus (JIBC) u uctorentoro pudbpuHosmsa onpeaessores y 80-90% naruentos [4].

B OGonpmmHCTBE ciaydaeB AMAarHO3 MOKET OBITh 3amoj03peH Mpu MOP(OJOTHYECKOW OIICHKE
JeMKeMHYECKHX KJIETOK. Il 3TOro HEOOXOIUMO MOTYYUTh HUTOJOTHYECKHH MpernapaT KOCTHOTO MO3ra
(KM) nyrem nynkuuu. bnactabie xnetkn mpu OIDUUl y OonpIIMHCTBA TAIMEHTOB TPEXKIE BCETO
XapaKTePU3YIOTCSA 3HAUYMTEIBHBIM SCPHBIM MOJUMOPGU3MOM U HATMYUEM KpPYIHOH (HOIeTOBO-0ypoit
3€PHHUCTOCTH, TYCTO 3aIOJHAIONICH UTOILUIa3MYy, OOJIBIINM KOJIMYECTBOM Majio4ek Ayspa (KiIaccudecKuit
runeprpanyisipasiii Bapuant OILT) [6]. V' 15-20% mnauueHTOB B LUTOILIA3ME OIYXOJEBBIX KIETOK
OoOHaApyXMBAETCs JIMIIb HECKOJBKO MEJKUX TPaHyll WIM OHHM HE BBISBIISIOTCS BOBCE, NPH STOM BCE
OCTaJIbHBIC TTPU3HAKU (KIMHUYECKUE, IMTOXUMUYecKne, uroreHeTndeckue) OIJI mprcyrcTByroOT.

Knaccnyeckum  mpu3HakoM — omyxoJdeBbix  kimetok  OIDJI - siBisieTcst  OodYeHb  BBIpayKEHHAs
MUTOXUMUYECKass peakuusi Ha muenonepokcunazy (MPO), munuabl, KOTopas BBISBISETCS C TOMOIIBIO
cynanoBoro yepHoro (SBB), u Ha xiopareraracrepasy.

- PekoMmeHiyeTcst BceM ManueHTaMm J0 Hadaida u Bo Bpewms jedeHust OINJI BeimomHeHue oOriero
aHanmza IIK ¢ moacuerom neiikouuTapHoi (QOpMyNnbl U OIpENEICHHEM YHCIa PETUKYJIOLMUTOB H
TPOMOOIMTOB Ui BEpU(PHUKAUU JWAarHO3a, KOHTPOJISI 3a JICYEHHWEM U BBIPAOOTKH TAKTHUKU BEACHUS
nanuenra [1-3, 5].

Yposens yoeautenbHOCTH pekoMeHaauu — C (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: o6mumii ananu3 [1K (oco6eHHO 4Mcio JEWKOUUTOB U TPOMOOLMTOB) BBINOIHAETCS
eXeJIHEBHO B nepBble AHU Tepanun ATRA** g oneHku pucka BOZHUKHOBEHUS A PepeHIIIpOBOYHOTO
cuaapoma (JIC) (mpu OBICTPOM yBEIWYEHUHN YHMCIA JCHKOIMTOB IEIeCO00pa3HO HAa4YaTh MPO(YUIAKTUKY
JC, naxe ecnu He OBUTO UCXOIHOTO JICHKOIIMTO3a; YPOBEHH TPOMOOIIUTOB HE JOJDKEH ObITh < 30 X 10%/m,
meneBoit yposeHb = 50 X 10%m), 3aTeM — uepe3 AcHB-IBA N0 KOHCTATaIlMM peMHCCHU. Pa3BepHyTas
dbopmyna — 2 pa3a B HEJEIIO.

- Pexomennyercs no nHauanma gsedeHust OINJI s Bepudukanmum guarHosa BCEM IMalMEHTaM
BBITIOJTHUTH IIUTOJIOTHYECKOE U IIUTOXHUMHUYECKOE MCCIICIOBAHMS OMyXOJIEBBIX KJIETOK B myHKTate KM, n
BCEM OOJIBHBIM TIOCJIE OKOHYAaHHUS MPOrpaMMbl HHAYKIIUM PEMHCCHH, B XOJI¢ KOHCOJUIAIMH H
MOJUICPKUBAOIICH TEpariy BBITIOJHITH KOHTPOJBHOE IMTOJOTHYECKOE HCclieqoBaHue acnupara KM,
OIIEHKY OTBETa Ha JICYEHHUE, OILEHKY COCTOSHUS KOCTHOMO3IOBOTO KPOBETBOPEHHS M JIHAarHOCTHKY
peunauBa [1-3, 5].

Yposens yoeaurenbHocTH pekoMeraanuu — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: y manmentoB ¢ OITJ mocne kypca XT HaOmromaercs aBe BOJHBI BBIXOJA W3
arpanynonurosa. [lepByto koHTposbHy0 nyHKuHO KM crienyer BBINOJNHATH HE paHee 3aBEpUICHUS
BTOPOH BOJIHBI BBIXOJIa, B cpeaHeM Ha 30-i1 menp mocie 3aBeprienust kypca XT. bonee pannuit ananus
nynkTata KM MOXeT mpHBECTH K JIOKHOMY MOJCYETY MPOIEHTa OJACTHBIX KJIETOK — MPOJODKAIOIINX
g depeHInpOBaThCS OMYyXOJIEBBIX KIETOK, KOTOpble uepe3 7-10 mHelt momHocThio ucue3HyT u3 KM.
Takum oOpaszoMm, mepBasi KOHTpodbHas myHKIUS KM ocymectBisiercss B cpenHeM Ha 30-i aeHb mocie
MOCJIETHEr0 BBeACHUS uaapyOunmHa** (1o ecth Ha 36-40-ii ngeHb OT Hauyama Kypca) WIM MpH
OKOHYATEJIbHOM BOCCTaHOBIICHHH Noka3zatenei [1K.

Y manueHTOB, WHIAYKIMOHHOE Je4eHHe KOTOpbiM BBIMONHAIT ATO B coderanun ¢ ATRA**,
OTIMICaHHAs BBIIIE 3aKOHOMEPHOCTH OTCYTCcTBYeT. [Ipu npumenernu ATO y 607bII0TO YKCIa TAIIHEHTOB
B TEUEHHUE TMEPBBIX 2 HENENb Tepaluu OTMEUYAeTCs MOCTENEeHHOe yBeNInYeHHe uncia jeikonutoB B 11K
(neiikonuro3 Moxker aocturath 150-180x10%i1), 4TO mpM OTCYTCTBMM KIMHHYECKHX IIPM3HAKOB
JMCTpECC-CUHIpOMa Tepanmuu He TpeOyeT. B psae ciydaeB mpu JEHKOIMTO3e MOKET HaONIONAThCS
OCCAIITMYECKUI CUHAPOM, TpeOyromuii 00e30011BaHusl.

- PCKOMCH,Z[yCTCH BCEM IIaIUCHTAM 10 Hadajia JICUCHUA OILJI BEITOJTHHUTH I/IMMYHO(beHOTI/IHI/I‘{eCKOC
HCCIICA0OBAHUC OITYXOJICBBIX KIICTOK B ITYHKTATC KM JJIA TIOBBIIICHHUA TOYHOCTH AWMAarHOCTHUKH OIlI [1-3,
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5 7]

YposeHb yoeautenbHoCTH pekoMenaaiuu — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHnTapun: HMMyHO(MEHOTUIMPOBAHWE C HCIIOJB30BAaHHMEM MHOTOIBETHOW MPOTOYHON
UTOMETPUU MOJKET MOBBICHUTH TOYHOCTH Mop(osorndyeckux uccienoBanuii OIUI, HO He sBiseTCS
KIIIOYEeBBIM MeTooM auarHoctuku. Kak mpaBuno, PML/RARA-nonoxurenbHbie OIaCTHBIE KIETKH
UMEIOT HWMMYHO(EHOTHII, aHAJOTHYHBIA HOpMaibHbIM mpomuenouutam (CD34-/+ reTeporeHHBbIH,
CD117-/+ dim, HLADR-/+ dim, CD13+/++, CD11b-). Tem He MeHee B OTIHMYHME OT HOPMAJILHBIX
npomuenonutoB PML/RARA-nonoxuTensHble MPOMHUETONUTH UMEIOT KpaliHe HU3Kui ypoBenb CD15
(CD15-/+ dim Bmecto CD15+++). biacTHble KIETKH HPU THIIOrpaHyJsipHO (BapuaHTHOM) hopme OITJT
(M3V) gacto koskcupeccupyroT T-nuneitHbie Mapkepsl, Takue kak CD2, coBMeCTHO ¢ MHUEIOUIHBIMU
Mapkepami, TakuMu kak CD13 u CD33.

- Pexomennyercs Bcem marueHtam a0 Hadana JiedeHus OILJ] BBIOJHUTH HUTOTEHETHYECKOE
UCCIIEIOBAaHUE, a TakXKe JUIsl TIOJy4eHHs] ObICTPOro oTBeTa 0 Hainuuumu xumepHoro rena PML-RARA —
onpeneneHue skcrpeccuu pML-RAR-a (KonnyecTBEHHOE), MOJEKYIAPHO-TEHETHYECKOE HCCIIeIOBAaHNE
myrtauuid B reHe PML-RARA metonom TP mig Bepudukanyu auarsosa v BBINOJTHEHUS B TalbHENUIIIEM
MOHHUTOPHUHIa MHHAMAaJIbHOM ocTaToyHo# 6onesnu (MOB) [1-3, 5].

Yposens yoeautenbHOCTH pekoMeHaauu — C (YpoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: Bce cimyuan OIIJI, yctaHoBIeHHOTO MOP(MOIOTHYECKUMH W ITUTOXUMUYECKUMH
METOJIaMH HCCIICIOBAaHUA, AODKHBI ObITh moarBepxkaeHsl MetogoM [P wmm FISH B Moment
YCTaHOBJICHUSI JWAarHo3a, Tak kKak B 5-10% ciydaeB mpu OTCYTCTBUHU Kiaccuueckoud t (15; 17)
oOHapyxuBaetcs TpaHckpunt PML-RARA.

Jns muarHoctuku  OINJI  kpaitHe HEOOXOAMMBIM  SIBJISIETCS  OBICTPOE  ITMTOTEHETUYECKOE
noATBepkAeHue auartosa. [lockonabky 3¢ (eKTHBHOCTH TapreTHOTO JIEYeHHs] Ha OCHOBE PETUHOUIOB
W/WJIM TIPOU3BOIHBIX MBINIBSKA CTPOTO 3aBUCUT OT Haymmuus xumepHoro reHa PML/RARA, renernyeckoe
TIOATBEPIKJICHUE AMAarHo3a SBJSETCA 00s3aTeNIbHBIM BO Beex ciydasx. B 1977 r. J.D. Rowley u coasr.
OBLTO JI0KAa3aHO, YTO MpaKTU4YeCKH BO Beex ciydasx OITJI obuapyxwuBaercs t (15; 17) (q22; q12-21) [8].
B pesynbTaTe 3TON TpaHCIOKAIIMM T€H IpOMHENouTapHoro jieiiko3a (PML-reH), pacrono)keHHbI Ha
XpoMocome 15, mepeHOCUTCs Ha IJTMHHOE TUIEYO XPOMOCOMBI 17 B 00JacTh, T/I€ HAXOAUTCS T€H ajbda-
pelienTopa pPETMHOEBOM KHUCIOTHI (3Ty TPaAHCIOKALMIO OTHOCAT K TpYNIE PEUUNPOKHBIX,
cOaaHCHUPOBAHHBIX, YTO O3HAYAET, YTO FTEHETHUECKUI MaTepHall He yTpaulBaeTcs U MepeaaeTcs ¢ OAHON
XpOMOCOMEI Ha JIpyryo. B pesynbrate t (15; 17) nosiBinsiercs 2 cinuBHBIX aHoManbHbIX TeHa: PML/RARa
Ha nepusate xpomocoMsl 15 1 RARWPML na nepusare xpomocomsr 17.

I'eneTnyeckoe MONTBEPKIECHUE AHArHO3a JOJIKHO BBIMIOJHATHCS, €CIM BO3MOKHO, Ha OJACTHBIX
kietkax, mnosiyueHHbIXx u3 KM. Wnpentudukanus OIUI-cienndruuecknx TeHETHYECKUX ITOJIOMOK B
ONacTHBIX KJIETKaX OCYILECTBIseTcs Ha ypoBHe aHanuza xpomocowm, JIHK, PHK u xumepnoro Genka c
WCIOJIb30BAHMEM CTaHIAPTHOTO KApUOTUIMPOBaHUS, ¢uyopecueHTHOH in situ rubpuamuzanuu (FISH),
MOJIMMEpa3Ho-LIeNHON  peakuuu ¢ oOparHoit  TpaHckpunrtazoi (OT-IIIP) wmu  antu-PML
MOHOKJIOHAJIbHBIX aHTUTEN. COOTBETCTBEHHO, KKl M3 METOJOB HMMEET CBOM IPEUMYIIECTBA U
HEJOCTaTKH.

Kapuotunupopanue Ha G-okpaieHHbIX MeTadaszax, moJydeHHbIX U3 00pa3uoB KM, BeimonHseTcs
OOBIYHBIMHU METOJaMH Ha MpsiMoii 24- u 48-yacoBoit KynbType. HecMOTpst Ha BBICOKYIO CTIeIU(PUUHOCTD,

IMTOTeHeTHYecKui anamms A0POT | oTHmMaer MHOTO BPEMEHHU, HYXJaeTcs B MeTadaszax XOpOILIEro
kauecTBa (motepu 10 20%) U M0 ONpEeIeICHUIO HE B COCTOSTHUM OOHApY»KUTh ciydau, korqa PML/RARA
ABJIAETCA PE3YNbTaTOM TAaK HA3bIBAEMOM KPUITOTEHHOW NEPECTPOMKH  (JIOXKHOOTPULATEIIBLHBIN
pe3ynbTar).

OTOT METOJ| MO3BOJIAET OOHAPYKHUBATh JIONOJHUTEIbHBIE XPOMOCOMHBIE NIEPECTPOUKH, HO OHU HE
HMMEIOT CYLIECTBEHHOI0 MNporHocThueckoro 3HaueHuss npu OILJI. LluroreHeTmdeckuil aHamm3 MOXKET
ObITh mosiezeH B Tex ciyuasx OILJI, xorna cuare3 xumepHoro 6enxka PML/RARA He ocymecTBisieTcs.
CranyapTHas IUTOTEHETHKA TAK)Ke MOXKET CIIOCOOCTBOBATH BhISBIEHHIO penkux Bapuantos OITI B Tom
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gucie ¢ t (11; 17) (q23; q21), t (11; 17) (ql13; q21) u t (5; 17) (q35; q21), npUBOAAILIUX K CHUHTE3Y
xuMepHbIX 1poaykToB PLZF-RARA, NuMA RARA u NPM1-RARA COOTBETCTBEHHO, a TAK)XE APYrUM,
OmHCcaHHBIM coBceM HenapHo. FISH-amamus ma PML/RAR0  primonmsercs ¢ mcmosib3oBaHHeM
(iryopecueHTHBIX 30HI0B. XOTS B HEKOTOPBIX ciy4asx oOpasubl [1IK mpuroansl ais uccnepoBanus (B
YaCTHOCTH, KOTJIa HA MOMEHT YCTaHOBIICHUSI AMArH03a uMeeTcs runepierikonuntos), FISH-ananu3 mydie
BBINOJHATE Ha oOpasuax KM. Otor wMmeron BblcokocneuupuueH, o007gagaeT AOCTaTOYHOM
YyBCTBUTEIbHOCTHIO, HAMHOTI'O JICIIEBIIE U MEHEE TPYIOEMOK, ueM kapuotunupoanue. Onnako FISH ne
JaeT HUKakoi mHpopmanuu 06 m3opopme xumepHoro Tpanckpunta PML/RARA, koTopsiii HE0OX0 UM
JUIL OCYIIECTBIIEHUSI MOJIEKYJIIpHOTO MOHUTOpUHIra MOB.

Tem He menee FISH mosxer ObITh mOJI€3€H B AUAarHOCTHKE mpeanonaraembix cinydaes OILIL, npu
KOTOpbIX He BbIsABisieTcs xumepHblii TpaHckpunt PML-RARA. Tak, FISH-uccnenoBanue moxer
BBISIBUThH peapaHXKUpoBKy reHa RARA, KoTopbIii MOKeT ObITh MapTHEPOM Jpyroro — He PML-rena.

B xnuHMKaX, B KOTOPBIX HET BO3MOYKHOCTH BBIIIOJIHUTH LIUTOT €HETUYECKOE UCCIIeI0BAaHUE, IUAarHO3
JOJDKEH OBITh TOATBEpXkACH B pedeperc-nmadoparopuu. OOpasupt KM wmm TIK gomxHBI OBITH
J0CTaBJIEHBI B J1a00OpaTOPHIO IO Havajia Tepanuu.

OT-II1P-ananu3 PML-RARA npoBoaar Ha PHK, Beinenennoit n3 knetok KM, xots xumepHbIit
TPAaHCKPUIIT, KaK MpaBwWio, Jerko omnpenensercs u B IIK pgaxe B cimywasx c¢ meirikonenueit. OT-ITLIP-
aHaJIu3 s BbISIBICHUS XuMepHoro mpoaykta PML-RARA Obin co3maH M cTaHIapTH30BaH B paMKax
MexayHaponHoi koomneparuu. OT-IILP sBasercs "30710ThIM  cTaHmapToM" g TOATBEPKICHUS
muarno3a OITJI. BaxHo, 94TO mMOMHMO BBICOKOH crenu(UYHOCTH U YyBCTBUTEIBHOCTH OH OIpEeIseT
pacnojio’keHue Touku paspeiBa PML, yctanaBnuBas TeM caMbIM MapKep JJIs CIEIYIOIIEr0o MOHUTOPUHTA
MObB. Opnako Manoe konmdectBo PHK (u, kak crnenctBue, JI0KHOOTpULIATENbHBINA pe3yibTar),
KOHTaMUHAaIMs1/apTeaKThl (J0KHOMOJIOKHUTEIbHBIM Pe3ynbTaT), a TaKK€ OTHOCUTEIBHO UIUTENIbHBIN
NEepUOJ MOJrOTOBKU NP0 (0KOJIO 2 HEH) ABIAIOTCS OCHOBHBIMM HEIOCTaTKaMu 3TOro meronaa. Kpome
TOrO, OYEHb IKEJATEIbHO, YTOOBI JAETEKIUI0 XHUMEPHBIX TPAHCKPUIITOB M MOHUTOPUHI 00pa3LoB
MPOBOIUIIN B pedepeHC-I1ad0opaTopusX ¢ XOPOIIO 00YICHHBIM TIEPCOHATIOM M OOJIBIIIUM OTIBITOM.

Omnpenenenue mosekyasipaoro Bapuanta OIUI (PML-RARA, PLZF-RARA, NUMA-RARA, NPM-
RARA wu ap.) MOKeT To/icKa3aTh, YyBCTBUTEIBHBI JIM OIYXOJIeBbIe KIETKH K Bo3aeiicTBui0 ATRA** u
Mbitbsika. Bapuaater OITJI ¢ PLZF-RARA-0HKOT€HOM I0OX0 OTBEYAIOT HA TEPANMIO PETHHOUIAMHU.

- Pexomennyercs Bcem manueHtam A0 Hadana Jyiedenust OILJI (c menpio yroyHeHHs BapuaHTa
mytaruu) W Bo Bpems JedeHuss OILI (mms BemosiHenus wmoHuTopuHra MOB) mnposenenue
MOJIEKyIISIpHOTO HccnenoBanns Tpanckpuntos rera PML/RARa ber-1, ber-2 u ber-3 8 KM [9, 10].

YpoBeHnb yoeautenbHocTH pekoMmenaaruu — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEeIbCTB — 4)

KoMMeHTapuu: B KIMHHKaX, B KOTOPBIX HET BO3MOXHOCTH BBIIIOJHUTH MOJIEKYISPHOE
UCCIIeIOBAaHUE, IMArHO3 JIOJKEH ObITh MOATBEPKACH B pedepeHc-nadopatopuu. Ob6pazust KM wmm [1K
JIOJKHEI OBITH JIOCTABJIEHH B TaGOPATOPHIO 10 Hayajna Teparmuu. Bapuantsl Tpanckpunta PML/RARa
(berl, ber2, ber3) u skenpeceus Tpanckpunta RARo-PML cnyxar mapkepamu mis monutopunra MOB
mpu OILJI c t (15; 17), HO He onpeeNsIIOT MPOTHO3 3a00IEBaAHUS.

- Pexomennyercst BceM mamueHTaM 0 Hauyaia ¥ Bo Bpems jedeHus OILI B xoxe Tepanuu
IpOBEJCHUE aHalInM3a OWOXMMHUYECKOTO aHajau3a KpoBHM (0oOmmii Oenok, anmbOyMHMH, MOYEBHHA,
KpeaTWHUH,  Kajiuid,  HaTpui,  KaJblMi,  JaKkTaTaerujporeHasa,  Imeno4yHas  ¢ocgaTasa,
allaHMHaMHUHOTpaHc(depasa, acnapraTaMMHOTpaHchepasa, OMIupyOuH oOIHii, CBOOOTHBIN U CBA3aHHBIN)
JUIi  JIMarHOCTUKM  CONYTCTBYIOIIEH  marojioruu  (3a0osieBaHMi) M OmpeleNeHHus  TaKTHKH
COMPOBOUTENBLHOM Teparuu [1-3, 5].

VpoBeHb yoeautensHocTH pekoMernaanuu — C (YpOBEHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

- PexomeHnyercs BceM mauMeHTaM a0 Hadaia ¥ Bo Bpems jeudeHus OIIJl B xome Tepanun
HCCIIe/IOBAaHUE CBEPTHIBAIOIIEH CHCTEMBbl KPOBU (AKTHBHPOBAHHOE YAaCTHYHOE TpPOMOOIIaCTHHOBOE
BpeMsi, MPOTPOMOMHOBOE BpeMsi, TPOMOMHOBOE BpeMsl, (UOPUHOTEH) sl JMArHOCTUKK COITYyTCTBYIOLIEH
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MATOJIOTHH Y OCJIOXKHEHHH, a TAK)KE ONPEICIICHNs] TAKTUKY COTPOBOIUTENbHON Teparnuu [1, 2, 11].
YposeHb yoeautenbHoCTH pekoMenaaiuu — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)
KomMmeHTapuu: y ManmyeHToB C MaJeWIIMMM IMPU3HAKAMU KOAryJloNaTHMHM Ha 3Tane HHIYKIUU

peMHCCHMU BCEe YKa3aHHbIE II0Ka3aTeNd JOJDKHBI MOHUTOPHPOBATHCS eXeaHeBHO. Ecmu  ecth

BO3MO’KHOCTB, B CHCTEMY MOHHTOPHHTA IIETIECO00Pa3HO BKIIOUUTH TPOMOODIACTOTpa(HIO.

- He pexomenmyeTcsi pyTHHHOE MOJIEKYJISPHO-TEHETUUECKOE HcciieoBaHue myranuu rea FLT3
(fms-mmoro0Has Tuposun-kuHasza-3) B [IK wim KM Bcem nanmentam ¢ OILI [2, 3.

YpoBeHb yoeauTenbHocTH pekomMenaaiuu — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KomMmeHnTapuu: myrauuu B rese, xkoaupyrouiem FMS-nonoOnyro tuposunkunasy-3 (FLT3), npu
OIJI nabmomarotcs yaiie, yeM npu apyrux OMJI — y 30-40% manuentoB. Onnako, xotst FLT3-myranuu
aCCOLIMMPOBAHBI C 00Jiee BHICOKUM YHMCIIOM JIEHKOIUTOB B MOMEHT auarHoctuku OJI, oHu He sABIsOTCA
KAaKMUM-JIMOO TMPOTrHOCTUYECKUM (PaKTOPOM M HE OKa3blBAIOT BIIMSHUE Ha BBIOOpP TEpareBTUYECKOU
TaKTUKH.

Pexomenpauuu no mouuropunry MOb

BricokoaddextuBHBIM MeTOI0OM nuarHoctuku U MoHutopuHra MObB npu OIUI sBasercs meton
FISH, uyBctBHTENnbHOCTH KOTOpOro coctaBisier 1:1000, omgHako OTCYTCTBHE MapKepa MpU STOM
uccnenoBanuu He o3HadaeT orcyrctBue MOB. OrcyrcrBue MOB Bcerna A0mKHO OBITH MOATBEPIKIEHO
metoqoMm TTLP.

Mounutopuar MOB HeoOxoaum anst onpenenenus: tepaneBTiueckoi TakTuku npu OITI ¢ cambix
pPaHHUX 1TAMOB MOCTPEMUCCUOHHON TepaIuu.

Hocturayras momnekynspHas pemuccust (meron [P mis onpeneneHuss MOJEKYISIPHOM PEMHUCCUHT
JOJDKEH BBISABIIATH HE MEHEE OJIHOM OIyXOoJeBOM KiIeTkn Ha 10 TbIC. HOPMAalbHBIX, T.€. €ro
YyBCTBUTEIHLHOCTH cocTaBsgeT 10™) aBseTcsa MpUHIMINATBLHBIM MOMEHTOM B Jedenuy OI1J], HOCKOIbKY
OTCYTCTBHE€  MOJIEKYJISIPHOM  PEMHCCHUM  IIOCJIE€  BBINOJHEHUS  HMHTEHCHUBHOM  KOHCOJIMJALUU
CBUJIETEIBCTBYET O HEU30EKHOM PEIUANBE U TPeOyeT U3MEHEHUS TepareBTUYECKON TAKTUKH.

Monutopuar MOB mo3BoISIET HWCIONIB30BaTh 00Jiee MHTCHCHUBHOE JICYCHHE y TAIMEHTOB, Y
KOTOPBIX PUCK Pa3BUTHSI PELUIMBOB BhIIIE, B TO BPeMsI KaK IIPU MEHBIIEM PUCKE MAIUEHTaM MOXET ObITh
IMOHMKEHA WHTEHCHUBHOCTb JICYEHHUS, YTO IO3BOJMT YMEHBIIUTh YAaCTOTY HEXKEIATENbHbIX SBICHUN
Tepamnuu, B TOM YHUCIIE€ YaCTOTY BO3HUKHOBEHUS BTOPUYHBIX OITyXOJIEH.

[TannenTam, y KOTOPBIX NOCIE 3aBEPLICHUS] KOHCOIUAAMU NPOJOKAET ONPEAEIATHCS XUMEPHBII
TPAHCKPUNT (4yBCTBUTEILHOCTH MeTona 10%), HeoOXOOMMO MPOJOIKUTH MHTEHCHBHYIO TEPAaNMIO C
LEeNbl0 MPEayNPEeKICHUS Pa3BUTHS peuuauBa (MCIOJIb30BATh IpenapaThl MbIIIbSKA, MpeyiaraTh
MaUEeHTy TPAaHCIUIAHTALIMIO0 TEMOTIOATHYECKUX cTBOJIOBBIX KileToK (TI'CK)).

[TaruenTam, y KOTOpBIX BbIABIEH Bo3BpaT MODB (MosiekynspHBIM penuauB), HEO0OXO0IUMO
MPOJIOJKUTh U MOIUGUIIUPOBATH TEPANUIO C LIENbIO MPEAYNPEkKACHUS pa3BUTUSA peuuauBa. B cioydae
panHero (mo roga IIP) MonekynspHoro peuuauBa cienyeT MOAUGUIUMPOBATH Tepamnuio (Hampumep,
BBECTHU B IIPOTOKOI UTapabuH** — rpoBecTn mporpamMmy 7 + 3 ¢ nayHopyOumuHOM** B j103€ 60 Mr/mM? B
couetanun ¢ 30-gaeBHbIM mpuemMoM ATRA**, mocraparbcs MNOTYy4UTh MOJEKYISPHBIA OTBET U
obs3arensHo peanu3oBaTh NpoekT TI'CK. I[Tpu moznuem peunmuse (ot rona [1P) Ha dbone nmocrosHHOMN
MOJICP>KUBAIOIIEH Tepamuu cieayeT TakkKe BBINOIHUTH Kype 7 + 3 + ATRA** (¢ npapyouunnom™*) c
JATbHEUIIIEN TOCTOSTHHOM MO/IEPKUBAIOIIEH TEPaNIUEH.

OnTumanbHON Tepamueidl Mpu pa3BUTHUU JIIOOOTO BapuaHTa MOJIEKYISIPHOTO DPELUINBA SIBISETCS
Tepanus MbIIIbsKa TPUOKCHUIOM B TEUEHHE MUHUMYM 6 Mec.

MounekynsapHbIif MOHUTOPUHT OCOOCHHO Ba)KeH B MepBbIe 12 Mec. mociie 3aBepiieHus] MHTEHCUBHON
koHconumanuu. [lo HammM HAOMIOACHUSAM, Y MOAABISIONIETO OONBIIMHCTBA MAlMEHTOB MOJEKYISpHAS
pemuccus nocruraercs nocie 3 kypcoB XT, a 6onbiias 4acTh MOJEKYISIPHBIX H/WIIA TEMaTOJIOTUYECKUX
peranBoB HaOmomaercs yepe3 18-24 mec. mocne poctikenus [IP. Y manueHToOB, KOTOPBIM WHIYKIIUS
pemuccun (UP) ocymectBisiercss ATO B couetannu ¢ ATRA**, monekynsipHas peMuccus TOCTUTaeTCsl B
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MOJIABJISIONIEM OOJIBIIMHCTBE CIydaeB mocie 1-2 KypcoB, a BEpOSITHOCTb Pa3BUTHUS PELUANMBA KpanHe
HU3Kasl.

Crporoctb B BBINOJIHEHHMM MOHMTOPHMHra B TeueHHe 12 Mec. mocine KoHcoaupauuu (~ 18 mec
JICYEHHUS) ONPENENIETCd MCXOIHBIM YMCIOM JIEHKOLUTOB, T.€. y MAallMEHTOB C YUCIIOM JIEMKOLIMTOB B
nebrote 3a60meBanns > 10 x 10%/1 mapkepst MOB HE06X0AMMO MOHHTOPHPOBATH 3HAYHTENHHO Jame — 1
pa3 B 2-3 Mecsla, IOCKOJIbKY BEPOSTHOCTh PELUINBA y HUX 0oJiee BBICOKas. Y MAaIlMEHTOB, Y KOTOPHIX
mapkep MODB mnepcuctupyer u mocie 3-To Kypca KOHCOJUIAIMU, HEOOXOIUMO paccMaTpuBaTh
BO3MOXHOCTb H3MEHEHHS TEpaleBTUUYECKOM TAaKTUKU (IIPUMEHEHHME MBIIIbSIKA, BBINOJIHEHUE
TPaHCIUIAHTAI[MUM aAJUIOTEHHBIX T'€MOINOATHUYECKUX CTBOJIOBBIX KieToK (amio-TI'CK)). Monutopusr
CJIEYET OCYILECTBIIATH IOCIIE KaXK/I0I0 HOBOIO MOCIIEAYIONIEr0 METOa BO3/AEHCTBHUS.

[TI[P-ananmu3 knetoxk KM siBisiercst 6onee ayBcTBUTENbHBIM, YeM [11[P-ananu3 knetok T1K.

[Ipexxne yeM NpUHUMATh TEPANeBTUUYECKHE DPELICHHsS,, OCHOBAHHBIE HA JIAHHBIX MOJIEKYJISPHOIO
MOHHUTOPHHIa, HEOOXOAUMO MOBTOPHO MOJYYUThH MOJIOKHUTENbHBIN pesynbrar [1[P-ananuza. [Ipuuewm,
9TOOBl YMEHBUIUTH BEPOSITHOCTh IOJYYEHHUS OIIMOOYHBIX pPE3yJAbTAaTOB H3-3a METOAMYECKUX
MOrPEINHOCTEN MM MyTaHuIbl 00pa3noB, Tpanckpunt PML-RARO nomken BeisBsThCS U ananmse
cBexenonydeHHbIX kieTok KM. Bce mabGoparopun, xotopsie mpoBonsar [II[P-ananu3, Ha ocHOBaHUM
pEe3yJbTaTOB KOTOPOTO H3MEHSIETCA Tepamnusi, JOKHBI MMETh OYEHb JKECTKUHM BHYTPEHHHMH KOHTPOJIb
KayecTBa BBIMOJIHEHMs] aHAJIM30B M YYacTBOBATh BO BHEIIHEM KOHTPOJUPOBAaHUU. [l HCKIIOUEHUs
OIIMOOK B JMarHo3e MOJEKYJISPHOIO pelUanBa CieayeT BbINOJHATh oaHoBpemeHHO FISH-anamus.
OmuokpatHoro BbisBiaeHus Ttpanckpunta PML-RARa  metonom TILP u  moaTrsepxkaeHus
MOJIOKUTENBbHOTO pe3ynbTata FISH-ananm3oMm gocTaToO4HO ISl YCTAHOBJIEHHS MOJIEKYJISIPHOTO
peunanBa. Ecnm oTCyTCTBYeT BO3MOKHOCTH BbIMOJHATH FISH-ananmus, To moBropHsiil [IL[P-anammu3
ClIeIyeT BBIMOJIHATH B O0Jiee paHHUE CPOKU — yepe3 14 qHei mocie nosydeHus NepBbIX MOJO0KUTEIbHbBIX
pe3ynbTaTOB.

Monutopuar MOB ciiemyer mpoBOJUTh M Yy TIAIIUEHTOB BO BTOPOM MOP(OJOTHUECKOW PEMHUCCHH
OIlJI, ocoGeHHO KOT/1a OCYIIECTBISETCS MOArOTOBKA K BBIMOJHEHUIO TPAHCIUIAHTAIMU ayTOJOTUYECKUX
TeMOTIOATUYECKUX CTBOJIOBBIX KieTOK (ayto-TI'CK). 3aroroBka ayToTpaHCIUIaHTaTa BO3MOXHA TOJBKO
IIPU JOCTUKEHUN MOJIEKYJIIPHOM PEMHUCCUH, OATBEPKACHHON TBAXKBI.

Omnpenenenne mapkepoB MObB nociie ayro- wimm amno-TI'CK mo3Bossier BeIOMpaTh HEOOXOIUMYIO
TepaneBTHUECKyI0 TakTuKy. OOHapyxenue Tpanckpunta PML/RARa B teuenne 3 mec mocie TI'CK
YKa3bIBaeT Ha HEU30€KHOCTh PElUAMBA, U B YKa3aHHOM CUTyallud CaMbIM ONTHUMAJIBHBIM IMpenapaToM
spisiercss ATO.

Hns mouutopunra MOb y nanuentos ¢ OIJI B pemuccuu:

- Pexomenmyercss BceM MalMeHTaM IMPOBOJHUTH MOJICKYJISIPHO-TeHeTH4YecKoe ucciienoBanne MObB
pu Jieiiko3ax MeroaoM I[P kaxapie 2 Mec. B TeUeHHE IIEPBOro roJia jeueHus, 3aTeM 1 pa3 B 3 Mecsia B
TedeHue 2 JIEeT MocIie 3aBepiieHns Koncomuaanuu [1, 3, 4, 12-14].

YpoBeHb yoeauTeabHoCTH pekoMenaaruii — C (ypoBEeHb T0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommeHTapuu: OOJIbHBIM W3 TPYIIBI HU3KOTO pUCKa (JIGWKOIMTHI B neOroTe 3aboneBanus < 10 X
10%1) mpu IOCTMKEHHH MMH MOJEKY/IAPHOH PEMHCCHHM MOHHUTOPHUHI MOKHO OCYLIECTBIISTH TOIBKO B
TEYEeHHE MEePBOTO Io/1a JCUSHUsI.

- Pexomennyercs ucnonp3oBath KM B kadecTBe Martepuana it onpeneneHuss MOB, mockonbky
uccnenoanne MOB B KM GoJsiee 1ocToBEepHO (BBIIIE UyBCTBUTEIBLHOCTR), YeM B [1K [14].
YpoBeHb yoeauTenbHOCTH pekoMenaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Pexkomennyercs anga mnauueHToB ¢ II[[P-mo3utuBHBIM pe3ynbTaTOM, NOJYYEHHBIM IOCIE
KOHCONUAauu, uccienopanne KM moBTOpuTh ciyctst 2 Heaenu (PKelaTreabHO Kak B MECTHOM, Tak U B
pedepeHc-nabopaTopun A TOTyYeHHsI HE3aBUCUMOTO pe3yiibTata) |2, 4].

YpoBeHs yoeautenbHOCTH pekoMeHaauu — C (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
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- PexoMeHyeTcst BceM manueHTam Ipy [0J03peHuH U npu yctaHosieHHoM OILJI, a takke B xone
Tepanuu ¢ yactoToi 1 pa3z B 3-6 mMecsleB MOJEKYJISIPHO-OMOJIOTHUECKOE UCCIIeIOBAHNE KPOBH HA BUPYC
ummyHosepunuTa uenopeka BHMY-1 (Human immunodeficiency virus HIV-1) s yrouHenus
HE00X0IMMOCTH OJTHOBPEMEHHOTO MPOBEICHUS MIPOTHUBOOITYXOJIEBOM M aHTUPETPOBUPYCHOM TepamnuH |2,
15].

Yposens yoeaurenbHoCTH pekoMeHaaiui — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- PexoMeHyeTcst BceM ManueHTaMm IpH [0103peHuH U npu yctaHosieHHoM OILJI, a takxke B xone
Tepanuu ¢ 49acToToi 1 pa3 B 3-6 MecsIeB BBINOJHEHHE MOJIEKYISIPHO-OHOJIOTHYECKOTO UCCIIEIOBAHUS
kpoBu Ha Bupyc renatuta B (Hepatitis B virus) u Ha Bupyc rematuta C (Hepatitis C virus) ¢ menbio
YTOYHEHUS PUCKA PEaKTUBAIMY BUPYCHOTO TeMaTUTA U B ClTydae HEOOXOJUMOCTH — €€ TIPO(UITAKTHKH |2,
16, 17].

YposeHs yoeautenbHOCTH pekoMeraaiui — C (YypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Pexomennyercs Bcem maumeHtam npu nopo3peHun Ha OINJL, a Takxke B ciaydyae pa3BUTHUS
peuuarBa u nocne BbimoaHeHus ano-TI'CK onpeneneHne ocHOBHBIX Tpymn KpoBu o cucteme ABO u
ompeneneHue aHtureHa D cucrembl Pesyc (pesyc-¢gakrop) s BO3MOXKHOCTH  BBINOJHEHHUS
3aMECTUTEIbHOH T'€MOKOMIIOHEHTHOW Tepanuu MpU HATUYMK TOKa3aHUl 10, BO BpeMs WU IOCIe
Tepanuu [2, 18].

Yposens yoeautenbHOCTH pekoMeHaaui — C (YpOBEHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- Pexomeniyetcst BceM namuenTam ¢ peruauoM OI1JI mocne AoCcTHKeHus: BTOPOM U MOCIETYIONIUX
peMHucCHil KOHCYJIbTallUsl B TPAHCIUTAHTAIIMOHHOM IIEHTPE C IEJbI0 OMpPEACIICHUs 1eJIeCO00pa3HOCTH U
BO3MO>KHOCTH BBITIOJTHEHHUS ayTo- win awto-TI'CK [1-3, 5].

Yposens yoeaurenbHoCTH pekoMeHaaui — C (YypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

2.4. UucTpyMeHTAJIbHbIE JUATHOCTHYECKUE HCCIe0OBAHUS

BceeMm manmenTam, y KOTOPBIX OA03PEBAETCS AUATHO3 OCTPOTO (POMHETOLMTAPHOTO, B YACTHOCTH)
neiiko3a, JOJDKEH ObITh TMOJY4YeH LMTOJIOTMYECKHUH MpernapaT KOCTHOTO MO3ra IMyTeM MIYHKIHH. OJTa
JMArHOCTHYECKash MpOLEAypa MOXET He MPOBOIUTHCS (UCKIIOYMUTEIBHO!) B TOM cllyyae, KoOrja
KojuuecTBO OnacTHhIX KieTok B [IK moctaTtoyHo [isi BBIMOJHEHHUS MOJEKYJISPHO-T€HETHUECKUX
UCCIIEIOBAaHUM, a y MallleHTa PErHCTPUPYETCS MACCUBHBIA FeMOpparuvyecKuii CMHAPOM TIeéMaTOMHOTO
TUIA, MNP KOTOPOM JII00O€ BMEMIATEIHCTBO MOXKET COMPOBOXKAATHCA PA3BUTHEM HOBBIX OOBEMHBIX
rematoM. Jlng OIUJI uCKIIOUMTETHHO BaKHBIM SIBISIETCS TMOJYYEHHE aJeKBATHOTO KOCTHOMO3IOBOTO
MYHKTaTa, TaKk Kak OOJILIIMHCTBO (POpM XapakTepu3yeTcs riyOOKo# JelKoneHuei.

- PexomeHnayercst BceM manueHTaM Ha MOMeHT auarHoctiku OITJI U B Xo[e Tepamuu BBIMOJIHSTH
perymspao (ripu jedenun ATO — He pexxe 1 pasza B Heeno B nepuo uHAyKiuu pemuccuu (UP), nanee —
1 pa3 B 2-3 Hemenw) PpETUCTPAIMIO,  PacIM(pOBKY, ONKMCAHHE W  HHTEPHPETAIUIO
BIIEKTPOKApANOrpaGuuecKuX JaHHBIX IS BBISBICHUS W/WJIM MOHUTOPUHIA HAPYIIECHHH HMPOBOIMMOCTH
UMITYJIbCOB B CEPJCYHOM MBIIIIE U CBOEBPEMEHHOW IMAarHOCTHKH CHHIpPOMa yidHeHHoro QT-
untepsaia [19, 20].

VYpoBenb yoeautenbHocTH pekoMmenaaruu — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTEeIbCTB — 4)

- Pexomennayercs Bcem maruenTam ¢ OITJI mo Havana cnenuduveckoil Tepanuu, a Takke B XOJe
JICYCHUS €XeMeCAYHOe (C Y4eTOM HaJWuhs COMYTCTBYIOIIEH MATOJOTHH W KIMHUYECKOW CHUTyalluu
MOJKET OBITh Hallle), a TaKkKe MPH HeOOXOIUMOCTH B JII000H MOMEHT B TEUEHHUE BCETO MepHoja JIeUeHus
BBITIOJTHEHUE dXOKapauorpaduu Juist OIICHKH ()YHKIIMOHAILHOTO COCTOSIHUS CepIeuHOM MbIisl [2, 20].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuu — C (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- PCKOMCHI[yCTCﬂ BCEM IallMCHTaM C OIlI J0 Hadalia CHCI_II/I(I)I/I‘-ICCKOI\;I TCparunu, B XO4C JICYCHHUSA C
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gacToToM oT 1 paza B MecsI WwiK pexe (C y4eTOM HaJIu4Ms COIYTCTBYIOLIEH MAaTONOIMH U KIIMHUYECKOU
CHTYyalluu), a TaKkKe MpU HEOOXOTUMOCTH B JIOOOH MOMEHT B TEUEHHE BCEro IMEpHoJa JICUCHHS
BBITNIOJTHEHUE peHTreHorpaduu u/unm xomnbioTrepHoi ToMorpaduu (KT) opraHoB rpyaHo#l KiIeTKH JUIs
BBISIBJICHUS] K3MEHEHHUI JICTOYHOM TKAaHH Y OPT'aHOB CpefocTeHus |2, 4].

Yposens yoeautenbHoCTH pekoMeraaiuu — C (YypoBEHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- Pekomenyercs Bcem maruenTam ¢ OITJI mo Havama cnerudpuieckol Tepaniu, B X0/1¢ JICUYCHHS ¢
4acTOTOM OT 1 pasza B Mecsll M pexe (C y4eTOM HaJIM4usl COIYTCTBYIOIIEH MAaTOJOTUU M KIMHUYECKOU
CHTyalluu), a TaKkKe Mph HEOOXOTUMOCTH B JFOOOH MOMEHT B TEUCHHE BCEro IMepHoja JICUCHHS
BoimonHeHue KT romoBHOrO Mo3ra 0e3 KOHTpacTa JUIsl BBISBJICHUS W/MIM MOHHTOPUHTA M3MEHEHHUH B
CTPYKTypax rojJOBHOTo Mo3ra [2, 4].

YposeHb yoeautenbHOCTH pekoMenaauu — C (YpoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrtapun: KT ronosHoro mosra npu OIJI Hago BBIMONHATH BCEM MalM€HTaM B MEpBbIE THU
JTUArHOCTUKH, TaK Kak MOTYT OBITh O€CCUMNTOMHBIE WHTpPaKpaHHUAJbHbIE KpoBouznusHusi. [lpu
MOSIBJIEHUM TOJIOBHBIX OoJiel, MEHMHIM3Ma, COHJIMBOCTH, 3arpyKE€HHOCTH Ha (OHE Tepanuu
peruHongamu KT rosoBsl BbINONIHSETCS 005S3aT€IbHO, @ CHUHHOMO3IOBAasl MMyHKIMSI BBINIOJIHAETCS MOCHe
KT (ecnu mo3BomsieT KOJIMYECTBO TPOMOOIIUTOR).

- Pexomenpayercs Bcem manuentam ¢ OIJI no Havana cnenuduyeckoi Tepamnuu, B XO€ JCYCHHS C
4acTOTOM OT | pa3a B MecsI WK pPexe (C y4eTOM HAJIMYUs COMYTCTBYIOMIEH MATOJIOTHH U KIMHUYECKON
CUTYyallMM), a TaKXe TpH HEOOXOJUMOCTH B JIOOOH MOMEHT B TEUEHHE BCETO IMEpHOoJa JICUCHUS
BBITIOJTHEHUE YIBTPa3ByKoBOTO wuccienoBanus (Y3U) opraHoB OpromHOW IMOJOCTH C OMpEaeIcHUEM
pa3MepoB MEUEHHU, CEeJIE3CHKH W BHYTPUOPIOMIHBIX TUM(PaTHIECKUX Y3JI0B, a Takxke Y3 opraHoB mamoro
Taza y OKCHIIMH U TPEACTaTeIbHOW JKele3bl Yy MYKUYMH s JAMAarHOCTUKM W MOHHUTOpPUHTA
COIYTCTBYIOIIEH matojioruu [2, 4].

Yposens yoeaurenbHoCTH pekoMeHaauu — C (YypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

2.5. UHble fUAarHocTHYeCKUe UCCIe0BAHU S

Wnrie ANArHOCTUYCCKUE UCCIICAOBAHUA HE IIPUMCHAIOTCA.

3. Jleuenue

Hasnauenne u mnpuUMEHEHHE JIEKApPCTBEHHBIX IMPENapaToB, YKa3aHHBIX B  KIMHUYECKOU
pEeKOMEHJAllMY, HamnpaBlieHO Ha oOecredyeHue NalUeHTa KIMHUYeCKH A(P¢eKTUBHON U 0Oe30macHoi
MEJUIIMHCKOM MOMOIIBIO, B CBSA3M C YeM WX HAa3HAUYC€HUE U MPUMEHEHUE B KOHKPETHOM KIMHUYECKOU
CUTyallUd OMpEAeNseTcss B COOTBETCTBUM C MHCTPYKIMSIMH 1O MPUMEHEHHUIO KOHKPETHBIX
JIEKapCTBEHHBIX IMPENapaToB C peanu3alieil MpeICTaBICHHbIX B MHCTPYKLIUU MEpP MPEAOCTOPOKHOCTH
MIPHU UX IPUMEHEHUH, TAKKEe BO3MOKHA KOPPEKILIHSI 103 C YUETOM COCTOSIHUS MallMeHTA.

3.1. OcHoBHbIe NpUHIUINLI Jedenus OILJI

- PexomeHyeTcst marieHTaM Mpu BOZHUKHOBEHUU Moj03peHuid Ha OIJ] kinHUYEeCKyI0 CUTYaIUIO
1 J00bIe IEHCTBUS B OTHOILIICHUH TAIMEHTa PaCIleHHUBATh KaK HEOTJIOXKHBIC U He3aMeIJIUTEIbHbIE, B TOM
gyclie J0 TEeHETHYECKOTo TMOATBEep)KAEHHUS JUarHo3a HayuHaTh COMPOBOJAUTEIBHYIO —TEpaIluio,
HaAMpaBJICHHYIO Ha KOPPEKIHI0 TreMocTasa, u crnemnuduueckyro tepanuio ATRA** (cMm. pazmen 3.2.
"[lepBu4HbIE ACMCTBHS TO MPOBEACHUIO COMPOBOAMTENHHONW Tepamuu MpU IMOJO3PEHUH Ha JAUArHO3
OIUI" u paznen 3.3.3. "Jleuenue koarymomatun") [1-3, 5].

YposeHb yoeautenbHOCTH pekoMeHaaiuu — C (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapuu: XOTs CyIIecTByeT OOIINii KOHCEHCYC B OTHOIICHUH HEOOXOAUMOCTH MOJIEKYIISIPHO-
reHeTHUYeCcKoTo noarBepxkaeHus auarHoza Ol muddepenuupyromas (TapreTHas) ¥ CONpOBOAUTEIbHAS
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Tepanus JOJDKHBI OBITh HAYaThl /O TOJYYEHHUS pe3ylbTaTOB T'€HETHYECKHUX TecToB. Heobxoanmo
yuuThIBaTh J100bie mojo3perus Ha OIUl: Hanmuuyme y mamueHTa TSOKENOW KOoaryJiomnaTuu,
reMOpparu4eckoro CHHAPOMA, JIEHKOTCHUHU, XapaKTepHOH MOp(oIorndeckoil KapTHHBI OJacTHBIX
KJIeToK. Bo Bcex Takux ciydasx cienyer HaunHaTh Tepanuio ATRA** HeMeaeHHO U IpoI0JDKaTh ee /10
MOMEHTA ITOATBEPKICHUS TMarH03a WIKA €ro OIPOBEPKEHHSI HA OCHOBE T'€HETUYECKOTO UCCIIEIOBAHUS.

- Pexomennyercs naruenTam ¢ BepudumupoBanasiM OITJI nHIYKIIMOHHAS Tepanusi, BKIIOYAOIIAs
coueranHoe npumenenne ATRA** u aHTpauukiIMHOB ¢ nuTapadbuHoM™* wmim 0e3 Hero (CTaHAapTHBIN
nojaxon) 6o ATRA** u ATO (anprepHaruBHbIi moaxox) [1-3, 5].

Yposens yoeautenbHoCTH pekoMenaaiuu — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMeHTapuu: BceM MalMeHTaM HE3aBUCHUMO OT MHUIMAIBHOIO JielkouuTo3a Kypc XT momxeH
OBLITH HaYaT He Mmo3aHee 3-ro AHg oT Havana jJeueHust ATRA**. [Tanmentam ¢ yncioM JJeHKouToB > 10 X
10%1 Kypc TPOTHBOOMYXOJIEBEIMH TIperapaTaMi HAdMHAIOT 0JHOMOMEHTHO ¢ ATRA**. OnTHMansHeIM
nHeM Havana Kypca XT i manueHToB ¢ YuciaoM JeikonutoB < 10 x 10%71 MoeT cumtarhes 2-# eHb
oT Havana npuema ATRA**, mockoiabKy K 3TOMy BpEMEHH YK€ JOJKEH ObITh MOATBEPKJIEH JHUarHo3
OIJI u BEpOSTHOCTD Pa3BUTHS PAHHETO PETUHOMIHOTO CHHApPOMA KpaiiHe MaJa.

3.2. IlepBu4HBbI€e AeCTBHS M0 MPOBEICHUIO CONPOBOAMTEIbHOM TePallui NPH MOA03PEHUHN HA
muarnos OIIJI

ConpoBoauTte/ibHasi Tepanus, HANPABJEHHAsl HA KOPPEKIUIO reMoCcTa3a

BHYTpI/IMOSFOBI)Ie KPOBOU3JIUAHUA, JICTOYHBIC W JAPYrU€ KpPOBOTCUYCHHA ABJIAIOTCA YaCTbIMU
XKu3Heyrpoxamumu ociaokaerusmu OITJI BenencTtBue rpyObIX KOAryisiMOHHBIX HapyIICHUH. DTH
OCJIO’)KHEHHUSI HE TOJBKO CTAHOBATCA HauOoJiee YacTOM MPUYMHONM CMEpPTH Ha paHHUX JTarax

WHAYKIIMOHHOW Tepanuu, HO HEPEAKO pa3BUBAIOTCA A0 ycTaHoBIeHUs auarHosa OILJI m Havana tepanuu
[21, 22].

- PexomeHnmyeTcs BceM MalMEHTaM Hayajao COMPOBOJMTENIBLHON TEpanuu, HaIpaBJICHHOW Ha
KOPPEKIMIO KOAryJIoaTii, HAYMHATh HEMEJICHHO P MUHUMalIbHOM T0103peHnn Ha OITJI [23, 24].

YpoBeHb yOeAUTEIbHOCTH PeKOMEHAaIK — B (YpOBEHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KommeHTapuu: Tepamus JIOJDKHA  BKJIIOYATh — CBeKe3aMopokeHHyro 1miazmy (C3ID) w
KPUOIIPEIUITUTAT, TPAaHCPY3UI0 TPOMOOKOHIICHTPATOB Uil IOJJCPKAHUS YPOBHS KOHIICHTPAIHH
¢ubprHorena > 1,0-1,5 r/n u xomuectsa Tpombouutos > 50 x 10°%/71. MOHHTOPUHT 3THX MOKa3aTelneit
JIOJDKEH BBITIOJHATHCS MO KpaliHed mepe 1 pa3 B JeHb (MIpH HEOOXOIMMOCTH — 4vaiie). Takas Tepamus
JOJDKHA TIPOJIOJDKATHCS B TEUEHHE BCEro MEepuoJia MHIYKIMOHHOW Tepamud 10 WCYC3HOBEHHS BCEX
KJIMHUYECKUX U J1a00OpaTOPHBIX MPU3HAKOB Koaryiomaruu. Cieayer oOpamaTh BHUMaHUE Ha (aKToOpBbl,
MOBBIIIAIOIINE PUCK PA3BUTHS (DaTaTbHBIX KPOBOM3IUSHUN U KPOBOTEUCHHI. ITH (DaKTOPHI CIEIYIOIINE:
y)Ke COCTOSIBIIIEECS WIIM aKTUBHOE KpOBOTEeUeHUE, runiopudpuHorenemus (< 1,0 1/11), HOBBIIEHHE P OBHS
MPOAYKTOB Jerpananuu GuOpuHa wim D-IuMEpoB B COYETAaHHHM C YBEIHMYCHHEM IMPOTPOMOWHOBOTO
BPEMCHHU WM aKTUBUPOBAHHOTO YAaCTUYHOTO TPOMOOILIIACTUHOBOTO BPEMEHH, a TAKIKE TUIIEPIICHKOIMTO3,
Haymyre OnactHeIX KieTok B [IK, BbICOKHMI YpOBeHb KpeaTHHWHA, IUIOXOW COMATHYECKUH CTaTryc.
Crnenyet uz0erarh KaTeTepU3alMU [[EHTPATbHBIX BEH, CIUHHOMO3TOBBIX MYHKIIUN U IPYTHX WHBA3UBHBIX
npouenyp (Hampumep, OPOHXOCKOMHHU) IMepe]l HayajloM Tepanud U B nepuoj VP B cBA3M ¢ BBICOKMM
PUCKOM TeéMOPpParn4eckux OCJIOXKHEHHH. YCTaHOBKAa IIEHTPAJbHOIO BEHO3HOTO KaTeTepa J0JKHA
BBITIOJTHATHCS OMBITHBIMU BpadaMy TOJIBKO TOCTE KOPPEKLMU KOarylslMOHHBIX HapymieHuid. Kpome
TOro, MPOKoAryasuoHHbId ctaryc npu OIIJl MoxkeT He TONbKO MPHUBOAMTH K YBEJIMYEHUIO pHUCKa
reMOpparn4eckux OCJI0KHEHUH, HO U YBEIMYMBATh PUCK TpoMO030B. [IpenmyiiecTBo OT HCHOIb30BaHUS
remapuHa  HaTpusa™™®, TpaHEKCaMOBOM  KHUCIOTHI**, aMHMHOKAalmpOHOBOW  KHUCIOTHI**,  npyrux
AHTHUKOATYJITHTOB MJIM MHTMOUTOPOB (PMOPHHOIM3A CIOPHO U HE OKAa3aHO, M 3TH Mpenaparhbl He JOJKHBI
UCIOJb30BAThC BHE KIMHUUYECKUX HCHbITaHWH. ECTh Takke cOOOMIEHHS O CilydasX HCHOJIb30BAHUS
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pexomounantaoro gaxropa V1o B ciyuae Taxenoro, xusneyrposxkatomero kposoreuenus [25, 26].
3.3. JleueHHe NANMEHTOB ¢ BIIEPBhIC YCTAHOBJIEHHBIM Auarao3om OILI

3.3.1. Cnenuduyeckasi (TaprerHasi, eJeHanpaBJeHHas1) Tepanusi HMHAYKIUH PeMHUCCUT

- Pexomennyercs mammentam ¢ OIDI Ttepanmus WP, mpencrasistomas co0ol OZHOBpEMEHHOE
npumMeHenne auddepenuupytomero sedenuss (ATRA**) u  nurTocratmyeckoro BO3IECHCTBUS,
BKJTIOYAIOIIETO BBICOKUE JI03bI aHTPAIMKIMHOB M IIUTapaduHa™* (MOTYT MpUMEHATHCS pexxumbl AIDA, 7
+ 3 wm gpyrue — cM. npwioxkeHue A3.1) s ONTUMaJIbHOW TEpanuu U JOCTHXKEHHS XOPOIIMX
pe3ynbTaToB JieueHus [27].

VYpoBeHb yOSIUTETLHOCTH PEKOMEHAAINH — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KoMMeHTapuu: camble nepBble paHIOMU3MPOBAaHHBIE UCCIEA0BAHUS 110 COUETAHHOMY MPUMEHEHUIO
ATRA** nu XT mokazanu 0e3ycliOBHBIE NMPEUMYIIIECTBA JAHHOTO Toxoa nepea cranaaptHoit XT. XT
COCTOsJIa W3 KypCOB AaHTPAIMKIMHAMU B BBICOKHMX J103aX B COYETAaHWW WM 0Oe3 nurapabuHa™**.
O®paHily3ckas Tpynmna MpoJAEMOHCTPUPOBATIa B paHAOMH3UpPOBaHHOM wuccienoBannu APL-91, drto
MPOLIEHT AOCTIXKEHMsI pemuccuu B rpynne, rae ¢ XT npumensnace U ATRA**) cocraBun 91% B
cpaBHeHuu ¢ 81% B rpymnne XT. AHanu3 10arocpouHoil 3pPeKTUBHOCTH JICUEHUS ITHX ke MalleHTOB
MOKa3all, YTO YeThIPEeXJIETHSAS OeccOOBITUIHAS BBIKMBAEMOCTH IMAlMEHTOB, KOTOPHIM IpoBoauiach XT
coBmecTHO ¢ ATRA**, coctaBuna 62% B cpaBHeHuu ¢ 15% y manueHToB, y KOTOpbIX Obu1a TosIbko XT (p
< 0,0001) [28].

Pan xnuanueckux wuccnenoBanuit (KHM), mpoBeeHHBIX B TEUEHHUE MOCIEAHETO AECATUIICTHS,
MO3BOJIMJI ONITUMU3UPOBaTh cxeMy BBeleHUss ATRA** u antpauuknuHoB. Tak, B paHJOMU3HPOBAHHOM
uccnenoBanuu EBpomnerickoii rpymmbl o OIDJI Gputo WeTko mokaszaHo, uTto Haubosiee 3G HEKTHBHBIM
SIBIIICTCS. OJJHOBPEMEHHOE, a He mocienoBatenbhoe, npuMeneane ATRA** u XT [29]. B manbHeiinem
3TO OBLIO TAaKXKE MOATBEPXKICHO B APYIMX KPYIHBIX MHOTOIIEHTPOBBIX HccienoBanusx [27]. MmeHHO
WUTOTH ATUX MCCIECIOBAHUN MPUBEIN K TOMY, UYTO MporpamMma couetaHnHoro npuMeHeruss ATRA** u XT
AHTPALMKIMHAMU CTaja CTaHIapTOM JedeHus nepBuyHbix OITJI.

OnHO3HAYHBIX )KECTKUX PEKOMEHAAIMI 10 BBIOOPY mporpaMmbl X T HeT. Pe3ynbraThl HECKOJIBKHX
pangomusupoBanHbix KU, BemonHeHHbix B EBpome m CIIIA, mokazanu, yto Ha ()OHE MOCTOSHHOTO
npuema ATRA** s¢dextuBHOCTS TIporpaMmsl 7 + 3 (703a mayHopyOouumHa** 60 Mr/m?), MCIaHCKOM
nporpammbl AIDA, anrimiickoit nmporpammel DAT/ADE, nemenkoit nporpammsel TAD/HAM onnnakoBa
[27]. BonplMHCTBO HCCIeqOBaTENCH CKIOHSIOTCS K MPUMEHEHUIO PUCK-aJalTHPOBAHHOTO HCIAHCKOTO
npoTokosia AIDA, MOCKOJIBKY Npu OAMHAKOBOH 3(PQPEKTUBHOCTH Yy HEro CYIIECTBEHHO MEHBIINE
MOKa3aTear TOKCUYHOCTH.

OmneiT Poccniickoil HaydHO-HCCIeA0BaTENbCKOM rpymiibl no jedeHuto Ol MokHO pe3roMupoBaTh
B 2 stana: 1) npumenenue 7 + 3 + ATRA** (1 nunoTHOoe u 2 paHAOMHU3UPOBAHHBIX UCCICAOBAHUS) U 2)
npuMeHeHue nporpammbl AIDA (tpetuHouH**, unapyounua**, muroxcantpon**) [4]. Uroru I srama
MIPOJIEMOHCTPUPOBAIM, YTO B pPaMKaX MHOTOLIEHTPOBOTO B3aUMOJCHCTBUS MPOILEHT JOCTHKEHUS
pemuccun coctaBui 90%, a paHHel JeTanbHOCTH, COOTBETCTBEHHO, 10%. OO0mias BekuBaeMocts (OB) u
6e3peunauBHas BolkHBacMocTh (BPB) B Teuenue 5 ner mocturiu 80 u 88% COOTBETCTBEHHO, MPUYEM
BBDKMBAEMOCTb MAIIUEHTOB B T€X '€MATOJOTUYECKUX LIEHTPax, KOTOPbIE PEKPYTUPOBAIN B HCCIIEJOBAHUE
0osee 6 MalMEHTOB, 3HAYMMO OTIUYANACh B TYYIIYIO CTOPOHY OT T€X IIEHTPOB, II€ OIBIT BEACHUS TaKUX
nanueHToB ObuT MeHble. [Ipumenenne nporokona AIDA y mamueHTOB ¢ BIiepBbie BbisgBIeHHBIM OILJI
ctonb ke dpdextuBHo: TpexiuetHsas OB u BPB cocrasuu 86,7 u 75,8%. DTan MHAYKIIMOHHOTO JIEYEHUS
CIIOXHBIN U TpeOyeT MaCCHBHOW COMPOBOAUTEIHHON TEPAIUH, ITAIBI KOHCOIHUIAIIUU 3HAUUTEITFHO MEHEee
TOKCUYHBI U MOT'YT BBITIOJHSITHCS B aMOyIaTOPHOM PEXHUME.

OTka3z OT WCHOJB30BaHUS CTAaHAAPTHOIO TMOAXOJA JIOJKEH paccMaTpUBAThCA TOJIBKO B
WCKIIIOUUTENIbHBIX CllydasiX, B KOTOpeIX XT TpOTHBONOKAa3aHA (HampuMmep, TsKeIash opraHHas
HEJ0CTaTOYHOCTh, TepaINusl aHTUKOATYISTHTaMH, TalueHT crapiie 80 JieT), a Takke B TeX Cliydasx, Koraa
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aIbTEPHATUBHBIE BAapUAHTBhl MHAYKIMOHHOW TEpanuh JUKTYIOTCAd COLHAIbHO-DKOHOMHUYECKUMHU
(hakTopaMu WM MPOBEICHUEM KIMHHYECKAX UCIIBITAHHM.

- Pexomennyercs maumentam c¢ OIDUI mpomexyTOyHOro M HM3KOIO pucKa (TpyHIbl pHUCKa B
COOTBETCTBMU cO crapoil kmaccuukanumeit OINJI) mpum HaTMYUMM BO3MOKHOCTH TIPUMEHEHHE B
MHIYKIMOHHOU Tepanuu komOunaiun ATRA** u ATO [27].

YpoBeHb yOSAUTEIBHOCTH PeKOMEHAaIuu — A (YPOBEHb JJOCTOBEPHOCTH JI0KA3aTEIILCTB — 2)

KomMmeHnTapuu: nocne cooOmenuii o0 ycnemHbiXx pesynbrarax JjedeHus ATO nanueHToB ¢
permauBamu OIJI u3 Kuras, a 3areM u u3 3amagHbIx cTpaH, Obul poBeneH psa KU, HampaBieHHBIX Ha
onenky s¢dekruBHOocT ATO B wmHIyknmoHHoW Tepammu mepBudHbix OILJI [30-32]. Yacrora
noctmwkenus [IP B aTux uccnenoBanusx BappupoBasia ot 86 10 95%. OpHako cieayeT OTMETHUTh, YTO
ATO coueraics ¢ tepanueit ATRA** u/unmm XT.

B nenom st MHoOrooOGemaronue pe3ynbTaThl Tepanuu, ocHoBaHHONW Ha ATO, MOKa3bIBalOT, YTO
COOTBETCTBYIOIIIEE CpPaBHEHUE CO CTaHAAPTHHIM MoaxoaoM ATRA** + aHTpalMKIWHBI ¢ TOYKH 3PEHUS
3¢ deKTUBHOCTH, O€30MaCHOCTH M SKOHOMHYECKON H(PQPEKTUBHOCTH SBISETCS OINpaBAAHHBIM. ITO
MPENNoyoKeHne OblI0  TMOJATBEP)KIEHO pe3ysbTaTaMd MHOTOIIEHTPOBOTO  paHAOMHU3MPOBAHHOTO
UCCIIEIOBaHUS, MPOBEJIEHHOT0 00beAMHEHHON EBpomeiickoil MccieqoBaTeabCcKoil rpynmnoi ¢ OKTAOps
2007 mo centssopr 2010 r. [33, 34]. OCHOBHOW II€TBIO STOTO HCCIENOBaHHS OBLJIO CpaBHEHHUE
spdextuBHOCTH npoTokona AIDA u ATO B coueranuun ¢ ATRA** y manuento ¢ OII u3 rpymnmbl
HU3KOTO U MPOMEXYTOYHOTO pUCKa. AHAIIU3 JOJITOCPOYHBIX PE3y/bTaTOB MOKa3all, 4To 2-JIEeTHAS 00Ias
n O6eccoObITHitHAs BhDKUBaeMocTh nanueHTtoB ¢ OIJI, neuenne kotopsiM mpoBoauiau ATO + ATRA**,
JIOCTOBEPHO JIydIlle, YeM MpH Ucrosib3oBaHuu mpoTtokosia AIDA: 98,7 u 91,1% (p = 0,03); 97,1 u 85,0%
cootrBercTBeHHO (p = 0,02). bputo OTMEUEHO, YTO TOKCHUYHOCTH MPOTPAMM ITUTOCTATHYECKOTO
BO3JICHCTBUS 3HAYMMO BBIIIE€ B CPABHEHUHU C IPOrpaMMOil OMOJIOTHYECKOTO JICUEHHUS.

DTO mepBoe MacmTaOHOEe MHOTOIEHTPOBOE HCCienoBaHue, oduimanbHo 3akpenusiiee 3a ATO B
couetannu ¢ ATRA** craTyc stanonHoi nporpammsl jgedennst OITJI.

[Tockonpky ATO craiin mMMPOKO NMPUMEHATH B KAYECTBE TEpaluM Kak 2-il, Tak U 1-il JuHUU y
naiueHToB ¢ OIUI, To moOGouHbiM 3ddexraM, BO3HUKAIOUIUM BCJIEACTBUE €ro HCIOJIb30BAHUS,
MIOCTOSIHHO YZENSAIOT CYIIECTBEHHOE BHHMMaHHE. K Cepbe3HbIM OCJIOKHEHHSM OTHOCST CHHAPOM
muddepentiupoBkr  omyxoJieBbix kiaetok OILI, pasButme rumepneiikonuros3a, ymmmHeHue QT/QTc-
HHTEpBaa, meprupepruIeCcKyo MOTHMHEHPOIIATHIO, TOBPEXK ICHUE ITeYeHU U mouek [ 33, 34].

- Pexomennyercst mponoikuth jedeHne ATRA** nmo kxoHcCTaTammu MOJHOW TeMaToJIOrH4ecKOi
pemuccuu [1-3, 5].
Yposens yoeaurenbHoCcTH pekoMeraanuu — C (YypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

- He pekomeHTyeTCsi MEHATh CTaHAAPTHYIO HHIYKIIMOHHYIO TEPAITUIO B 3aBUCUMOCTH OT BBISIBIICHUS
MapKepoB, KOTOpbIE PACCMATPUBAIOTCA KakK (aKTOpbl HEOIArONpHUSITHOTO TMPOTHO3a (TaKHe Kak
BTOPHYHBIC XPOMOCOMHBIE Hapyiienus, mytanus FLT3, skcnpeccuss CD56 u BCR3 PML-RARA) [1-3,
5].

YpoBenb yoeauteabHocTH pekoMmenaaruu — C (YpoBEeHb T0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- He pexomenayeTcs MOau(pUINPOBATh JIEYEHUE, OCHOBBIBAsICh HA 0OHAPYKEHUH OJACTHBIX KJIETOK
B KM, naxe Ha 50-if u Gonee neHb jeueHHs (MO3/AHAS TepMUHalbHas aup(EepeHIMpOBKa) U IPH
BBISIBJICHUM XMMEPHOTO I'€Ha C MOMOIIBI0 IUTOTEHETHYECKOTO MM MOJIEKYJISPHOIO aHaju3a B 3TH e
cpokw [1-3, 5].

VpoBeHb yoeautensHocTH pekoMernaanuu — C (YpOBEHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

3.3.2. Jleuenne KoaryJionaTuu

- Pexomennyercs manuentam ¢ BepudunuposanHeiM OITJI B mporuecce MHAYKIMOHHON Tepanuu
MPUMEHSATH TPAaHC(PY3UOHHYIO TEPAUIO TPOMOOKOHLIEHTpATAMHU ISl TIOJIEPKAHUS YPOBHS TPOMOOIIMTOB
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kpoBu = 50 X 10%m u C3Il/kpuonpenunuraToM Ais TNOJAAEpKaHUS YpoBHS (ubpuHOreHa > 2 I/,
npoTpoMOuHOBOrO MHAeKca — > 80% [1-3, 5].
YposeHb yoeautenbHoCTH pekoMeHaauu — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrapun: ucnons3oBanne ATRA** He OTMEHMIIO arpecCMBHOW 3aMECTUTENILHOW Teparnuu
KOMIIOHEHTaMH KpOBHU, @ JIUIIb HECKOJBKO YMEHBIIMIIO OOBEMBI HCHOJIB3YEMBIX TPaHC(HY3HOHHBIX
CPEACTB.

- He pexomeHayeTcss HMCIOJIb30BaTh B PYTMHHOW MPAKTHKE TeMapyuH HATPHUS™*, TPaHEKCaMOBYIO
KACIOTY**, Npyrue aHTUKOATYISIHTHI WM WHTHOUTOpPHI (UOPHMHONIM3A, TaK KAaK UX MIPEUMYIIECTBO
ocraeTcs cropHbeiM [1-3, 5].

YposeHs yoeautenbHoCTH pekoMeHaauu — C (YypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

3.3.3. JleueHue runepaeikounTo3a

- Pexomenayercs nanuentam ¢ BepuduimpoanHsiM OIJI ¢ runeprneiikonuTo3om (ocodbeHHo Ooee
50 x 10%1) Ha pone mporpammel XT nposenenne miazmadepe3os (mrazmMaodomeros 1o 1,5-2 1) [1-3, 5].

YposeHs yoeautenbHoCTH pekoMenaaiuu — C (YpoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHTapun: BEIONHEHHE I1a3Madepe3oB IMOKa3aHO HE TOJBKO B KadyecTBE MPOIEAYPHI,
HaNpaBJICHHOW Ha MPO(QWIAKTUKY W JICYEHHE CHHIpPOMA pacraja OIyXOJH, HO TaKKe W Ha KOPPEKIIHIO
KOaryJsiiuOHHBIX ocnoxkHennit ([IBC-cunapom).

- He pexomennyercs maumentam c OIDI npoBeneHue inelikadepeza u3-3a pUCKa Pa3BUTHS
GbatanbHBIX TeMOpparndeckux ocioxkueruit u JIBC-cunapoma [1-3, 5].
Yposens yoeaurenbHoCTH pekoMeHaauu — C (YpoBEHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

3.3.4. Jleuenne mno0ouHbix 3¢dexkroB ATRA**, IlpopunakTtuka u JeyeHHe CHHAPOMA
auddepeHIUPOBKH OMMYX0JI€BbIX KJIETOK

- Pexomenayercss BceM marMeHTaM MOAOMPATh WHAMBUAYyadbHO pekuMm Tepanun ATRA**, mpu
HEOOXOIMMOCTH €r0 U3MEHSTh ISl YMEHbIIEHHUS MOOOYHOro AEWCTBUS IpernapaTra U NpeAoTBpalleHus
pa3BuTHS Wik yMeHbIinenus nposieienui JIC (cm. mpunoxenne A3.2) [35].

YpoBeHb yoeauteabHocTH pekoMenaamuu — C (YpOBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Pexomennyercs Bcem manuentam ¢ OIJI ¢ konmdectBom nerikonuroB > 10 X 10°/n Ha3Hauarhb
nexkcameTas’oH** B jo3e 2,5 Mr/mM? 2 paza B CyTKM BHYTPHMBEHHO (B/B) B TeueHMe 2-3 aHEH ¢ Lieblo
npodunakruku passutus JC [35].

YpoBenb yoeautenbHocTH pekoMmenaaruu — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Pexomennyercs Bcem manuentam ¢ OILJI ¢ MUHUMaNbHBIMU MOJO3PEHUSMU HA HAYallo Pa3BUTHUS
JIC HesamemmMTeIbHOE Ha3HAuYCHHE Jekcamera3zoHa™* B goze 10 mr/m? w20 mr 2 paza B CyTKH
BHyTpHUBEHHO 110 KyrupoBanus J[C [35].

YpoBenb yoeauteabHocTH pekoMmenaaruu — C (YpoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMmMeHTapuii: BBeAeHHE AeKcameTazoHa** maxe mpu maneimem noaospeHuu Ha JIC sBisercs
CTaHJIapTHBIM ToaxofoM Kk JnedeHuro [IC, HecMOTps Ha TO YTO TpsSIMBIE J0Ka3aTeIbCTBA TOMY, YTO
MpOoQUIAKTUYECKOE BBEJIECHUE TJIIOKOKOPTUKOUIOB CHIKAET JIETATbHOCTh, CBS3aHHYIO C OJTUM
CHUHIPOMOM, OTCYTCTBYIOT. TeM He MeHee B HEKOHTPOJHPYEMBIX HCCIEAOBAHMUSIX OBLIO MOKA3aHO, YTO
mpoueHT ¢aTtanbHbIX ucxofoB mnpu pa3sutuu  JC Ha (¢GoHe NpPoPUIAKTUYECKOTO BBEICHUS
IITIOKOKOPTHKOMIOB y MAIIMEHTOB ¢ Jelikonutamu 6onee 5 x 10%/1 cHmkaercs.

BepostHocts pazButusi JIC OMyXodeBBIX KJIETOK BBIIE Yy TMAlUEHTOB C HWHHUIHAAIHHBIM
neiikorurosoM (> 5 x 10%m) u napymenueM QyHKIME ToYek (KpeaTHHMH > 123 MkMons/n). TlosTomy
panHee Hayamo XT B codyeranun ¢ ATRA** u mpodunakTuueckoe BBEACHHE TIIOKOKOPTUKOWIIOB
SIBJITFOTCSI CTAHJAPTHBIM TOJXO0I0M K JICUCHUIO B ATOW YrPOXKAIOUIEH KU3HU CUTYyalluu. Y MalUeHTOB C
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gpciaoM neitkorutos > 10 x 10%1 XT 06bIYHO HAYMHAETCSA B T€YEHHE HECKOJBKMX YacOB TOCIE TpHeMa
nepBoii 10361 ATRA**. IJMeHHO 53TO TO3BOJISET B3ATH IMOJ KOHTPOJb KOAryJlomaTHiO TpHU
OJIHOBPEMEHHOM CHIDKEHHU pucka pa3Butus JlC, yacroTa KOTOpPOro OCOOEHHO BBICOKA Yy 3THUX
MAIMEHTOB.

- Pexomennyercst BpeMeHHOE npekpamnienne cnennpuieckoid Tepanuu (ATRA**) Tonbko B cirydasx
Tsoxeno npotekaromero J[C [1-3, 5, 35].
Yposens yoeautenbHoCTH pekoMeraaiuu — C (YypoBEHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

3.3.5. Ouenka 3¢ppeKTHBHOCTH HHAYKIIMOHHOM Tepanuu

Pesynbratel Mopdonoruueckoro, UTOreHETUYECKOTO U MOJIEKYJISIPHOTO HCCIIETOBAaHUM B KOHIE
MHIYKIMOHHOM Tepamuu JOJDKHBl HHTEPIPETHUPOBATHCS C OO0NbIION ocTopokHOCThIO. Kak yxke
OTMEYaJIOCh, MOP(OJIOruuYeckue OCOOEHHOCTH, OOHapyXMBarolMecs B Ipouecce IUPPepeHInpOBKU
OJIaCTHBIX KJIETOK Ha (pOHE TapreTHOM Tepalnu, BCTPEYArOTCsl 1a’ke MOCIie HECKOJIBKUX HEJeNb OT Havyalla
neyenus: (mo 40-50 ngHed) W MOryT TIPUBECTH K ONIMOOYHOMY YCTAaHOBJIICHUIO TIEPBUYHOM
pesucteHTHOCcTU. Kpome Toro, 3amepxkka aAudGepeHIIMpPOBKUA OJACTHBIX KJIETOK MOXET MPUBECTU K
oOHapyxeHuto kietok c t (15; 17) metonamu crannaptHoi nurtoreHeTuku uinu FISH, B ocoOennocTH
KOT/Ia 3TU TECThl BBIMOJIHAIOTCS B PaHHHME MEPHUOJIbI MOCJE 3aBEPIICHUS MHIYKIMOHHOTO Kypca. ODTH
MOP(OJIOrMYeCKHe U LUTONEHETHUECKHUE HCCIEIOBAaHUS HE JIOJDKHBI MPHUBOIUTH K MOAU(UKALNU
nedeHus. A nederne ¢ ATRA** momkHO OBITH MPOAOHKEHO, YTOOBI 00€CTIEUNTh TOCTATOYHOE BPEMS ISt
TepMUHAIbHON T depeHunpoBky OnacTHbIX sneMeHToB. Kak oOcyxnanock Bbiie, [P nocturaercs
npakThudecky Bo Beex cmydasx OILI ¢ mokazanubM xumepHbiM rerom PML-RARa.

MouekynsapHoe uccieloBaHle MOocie MePBOro Kypca MHAYKIMOHHON Tepanuy He UMEET OOJIbIIOTo
KJIMHUYECKOTO 3HAYEHMS, TaK KaK MOJOKHUTENbHBIN pe3ynabTar [II[P Ha 3TOoW cTagum MOXKET OTpa)xaTb
3aJIep’KKY CO3PEBAHMSI OMYXOJEBBIX KJIETOK, a HE MCTUHHYIO PE3UCTEHTHOCTh. TakuMm oOpa3om, Bpauu
JOJIKHBI BO3JEP)KUBATHCSI OT TEPANEBTUUYECKUX PELIEHUN Ha OCHOBE pEe3y/lbTaTOB B 3TU KOHTPOJIbHBIE
Cpoku. B MmpoTHMBOMONOXKHOCTE 3TOMY, pe3yiabraThl [II[P-ananu3a, mpoBeIEHHOrO MOCE 3aBEPIICHUS
KOHCOJIMJAINH, TTO3BOJISIIOT ONPEENIATh PUCK PELUINBA Y KOHKPETHOTO MaIlUeHTA.

3.4. Koncoamaupywiuasi Tepanus

Heo6xomuMocTh KOHCONMMIAUKA W IIUTENbHON moanepkuBatomeid tepanuu mpu OITJI nokazana
eme B "mopernHouanyro 3py". C momenta BHeApeHus ATRA** Obu1o mokazaHo, YTO MOJIEKYIISIpHAS
pemuccus OIUT nocturaercs npumepHo y 95% manuueHToB nociie Tpex nocienoBareabHbiX KypcoB XT ¢
aHTpauukiuHaMu (1 MHIYKIUOHHBIM W 2 KoHconuaupyroumwmx). JlaHHbIH (akT ¥ cTain OCHOBOW s
MPUHATHS 3TOTO MOAX0Ja Kak CTaHAapTa KOHconuaupytomei tepanuu [1-3, 5, 36]. OqHako HEKOTOpPbIE
BOIPOCHI, CBSA3aHHBIE C 3TOM (Pa30ii Teparuu, OCTAIOTCS CIIOPHBIMH.

- Pexomennyercsa nanuentam ¢ OIUI, 3aBepiMBIIMM MHAYKLIMOHHBIN ATAIl JICYECHUs, IPUMEHEHHE
KOHcouaupymomei tepanuu ¢ BkiroueHueM ATRA** nns cHukeHus BEpOSITHOCTH Pa3BUTHUS peLUIMBa
3abonesanus [1-3, 5, 36].

VpoBeHb yoeautenbHocTH pekoMeHaanuu — C (YpOBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KommenTapuii: npumenenne #ATRA** B cranpapTHoii 103e (45 Mr/mM? B ieHb) B TeueHue 15 nueit
B coyerannu ¢ XT B MepuoJ| KOHCOJMAMPYIOUIETO JICYSHUS] CHM)KAeT PHCK pa3BUTHs peuuanBa [37].
Poccuiickas rpynna no snedenuto OJI pekomenayet npumenenrne ATRA** Ha Bcex stanax tepanuu OIJI

[4].

- Pexomennyercs maumentam c OIUJI, momydaBmum Ha uHaykiuoHHoM stane ATRA** u XT,
MPOBOJIUTH 3 Kypca KOHCOJIMIALNY, BKIIOYAIOIIEH aHTPaUMKINHbBI (MAapyOunuH™**, nayHopyouunu** u
MUTOKCAaHTpOH**) (cM. mpwtoskenue A3.1) [27].

VYpoBeHb yOeAUTETbHOCTH PEKOMEHAANH — A (YPOBEHb JJOCTOBEPHOCTH J0KA3aTeIbCTB — 2)
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- Pexomennayercs nanuentam ¢ OILJI BbicOkOro pucka, mojy4aBIIMM Ha HWHIYKLIHOHHOM 3Tarie
ATRA** u XT, nmpoBOAWTh KOHCONMUIAIMIO C BKJIIOYEHHEM 1o KkpaiHed mepe 1 kypca XT co
CTaHJIAPTHBIMHU WM CPEIHUMH J03aMu IuTapadbuna** (cm. nmpunoxenue A3.1) [38].

VYpoBeHb yOeIUTEIbHOCTH PeKOMEHAalK — B (YpOBEHB IOCTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KoMMeHTapuii: co BpeMEHM NEpBOIO YCIEIIHOI'O OIbITa HCIOJb30BAaHUS JAayHOPYOMLIMHA™™* B
KauecTBE MOHOTEpAIMK U JI0 HACTOSIIEr0 BpeMeHHU poiib nurapabuHa** mpu OITJI ocraercs CriopHOM.
Hu oxHo W3 mccrnenoBaHuii, mpoBeneHHBIX 10 mosiBieHUuss ATRA**, B ToM uncie paHIOMH3UPOBAHHBIX,
HE T[I0Ka3ajo0 TMPEeUMYIEeCTB J00aBlieHUs] IUTapabuHa*™* K aHTpalUKIMHAM 10 CpPAaBHEHHUIO C
WCTIOJIb30BAHMEM BBICOKMX [103 aHTpAnMKIMHOB. C BKIIOYEHHEM B OOJBIIMHCTBO KIACCHYECKUX
npoTokojoB ATRA** criopsl 0 ponu niurtapadbuHa** ocranuce HepeueHHbIMH [27].

Crnenyer OTMETUTb, YTO COBMECTHBIM aHaIM3 PE3y/IbTATOB JIEYEHUs MAllMEHTOB, BKIIIOUYEHHBIX B
uccnenosanusi PETHEMA u Esponeiickoii rpynnsl OITJI, mpoaeMoHCTpHpoBall OJAMHAKOBO HM3KYIO
YacTOTy Pa3BUTHs PENUINBOB y MAIMEHTOB MoNoxke 65 ner ¢ neiikomutamu < 10 x 10%n B ne6rote
3a00JIeBaHUSI HE3aBUCUMO OT TOT0, KaKyl0 TEpaIiio UM IIPOBOIMIIN: MOHOTEPANNIO aHTPALIMKIMHAMU WIIH
AHTPALMKIUHBL B COYETaHUM C IUTapabMHOM™*. Tem He MeHee ObUIM MOJY4YEHBI Pe3yJabTaThl B MOJIb3Y
BIJTIOUEHHMS [TUTApaOUHa** y MAIlHeHTOB BHICOKOTO PHCKA ¢ MHHIMANBHBIM NeiikomuTozoM > 10 x 10%/,
MOCKOJIBKY YaCTOTa Pa3BUTHS PELUANBOB HA MOHOTEPAIUU aHTPAIMKIMHAMU Obuia BbIe [38].

Poccuiickas uccnenoBarenabckas rpynmna npeajaraeT NpUMEHATh HMUTapaOuH** y MalueHToB H3
IPYIIBI BHICOKOTO PUCKA B MEPHOJ] KOHCOJUAAIMK B Ka4eCTBE OJHOTO U3 TPeX KYypCOB KOHCOJUAALNU
(uurapabua** 200 Mr/M> B JeHb B BHJE MOCTOSHHOH B/B MH(Y3HM B TeueHHe 7 JHEH B COYETAHHHU C
MHTOKCAHTpoHOM** 10 Mr/m? B 1-3-i 1HM) B pamkax mpoTokona AIDA [4].

- Pexomennyercs namuentam ¢ OIJL, nmonydyaBmum Ha uHAyKIuoHHOM 3Tane ATRA** u ATO,
MIPOBOIUTH KOHCOJIUAAIMIO Takxke komOuHarmeit ATRA** u ATO (cm. npunoskerne A3.1) [33, 34].

YpoBeHb yOeAUTEIBHOCTH PEKOMEHIAINH — B (YPOBEHD JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KommenTapwii: kak yxe ormeudanochk, ATO siBisieTcs oqHUM U3 caMbIX 9()(PEKTUBHBIX TPENapaToB B
nedenuu OIUI. Tlocine omHOTO HMHAYKIIMOHHOTO Kypca HEOOXOIMMO €ro MPUMEHSATh U B TEPHOJ
KOHcoJnanuu. JlokazareabHbIX UCCIEIOBaHUM, YKa3bIBAIOUIUX HA ONTUMAJIbHYIO MPOJODKUTEILHOCTD
KYpPCOB KOHCOJHUAAINH, WX YHUCI0, HeoOxomuMmocTh codetanusi ¢ ATRA**, moka He mpomeneHo. B
HACTOSIIIee BpeMsl TPOBEICHBI PAHJOMU3UPOBAHHBIE IPOCIEKTUBHBIE UCCIIEOBAHMS, KOTOPBIE JOKa3alu
BbICOKYIO d(dexTuBHOCTF ATO mpu HHU3KOH TOKCHMYHOCTH B JiedeHUW marueHToB ¢ OIUJI u3 rpynmsr
HU3KOTO U MMPOMEXKYTOUYHOT0 prcka. B 3Tux ncciaenoBaHusaX ObUIH IPETyCMOTPEHBI YeThIPE 4-HeAeTbHBIX
Kkypca konconuaanuu ATO u Bocemb 2-HeAenbHbIX KypcoB ATRA** [33, 34].

- Pexomennyercs manuentam c¢ OILJI, 3aBepmuBIIMM MporpaMMy KOHCOJIUIUPYIOIIEH Tepamnuu,
MOJIEKYJIIPHO-TEHETHYeCKoe uccienoBanue Myrtauuid B reHe PML-RARA  wmerogpom IIHP ¢
YYBCTBUTENHLHOCTBIO MO KpaitHeil mepe 1 x 10 mo KM s onenku MoseKynspHoii pemuccuu [1-3, 5].

YpoBenb yoeautenbHocTH pekoMmenaaruu — C (YpoBEHb T0CTOBEPHOCTH JJOKA3aTEILCTB — 5)

- He pexomennyercs y nanuenTtos ¢ OIIJI B mepBoii MONEKYISIPHOM PEMUCCUM BBINIOJIHATH AyTO-
wu auo-TT'CK [1-3, 5, 36].

VpoBeHb yoeautenbHocTH pekoMeHaanuu — C (YpOBEeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 5)

Kommenrapuu: BoemonHenue TI'CK y manmnentos ¢ OILI B nepsoii IIP He nokasano. i kpaiiHe
HE3HAYUTEJIBHOM 4acTu NanueHToB ¢ nepcucteHured MODB mnocne 3aBepieHHs KOHCOIMIALUHU alljio-
TI'CK cnegyer paccmaTpuBaTth JHILIb B TOM CIIydae, €ClI €cTh noaxoadamuil HLA-naeHTuuHbIi TOHOP.
N3-3a TOro, 4yTo y 3TUX MAllUEHTOB MOTYT OTMEYaThCs paHHHE PEIMIMBBI, MOXKET OBbITh MCIOJIb30BaHA
nononHuTeNbHas Tepanusa (Hanpumep, ATO) ¢ 1enblo KOHTpoJs 3a00jeBaHMA M A JOCTHXKEHMS
MonexyisipHon I1P nepen TpaHcIiaHTanuen.

B nacrosimee Bpems moutu Bech onblT B TI'CK OblT OCHOBaH Ha HCIOJIb30BaHUU
MUEN0a0IaTUBHOTO pPEXHUMa KOHIUIMOHUPOBaHUS. JlaHHBIX O TNPUMEHEHHHM pEeXHMa TIOHKEHHON
MHTEHCUBHOCTH IPH 3TOM 3a00JI€BaHUU HET.
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VY nanueHToB U3 IPYIIbI BBICOKOIO PUCKA Pa3BUTHUSA PELMAMBA IOCIE JOCTUKEHUS MOJIEKYIAPHOU
[IP MoxeT OBITh OCYIIECTBICHA 3aroTOBKA ayTOJOTHYHBIX CTBOJIOBBIX KIETOK KPOBH C IEJbBIO
BoinoHeHus ayro-TI'CK kak koHconmuaupyromeil Tepanuu. [Ipu 3ToMm HE0OX0AMMO, YTOOBI B COOpaHHOM
KJIeTo4HOM cyOcTparte meroaoM I[P xumepHsIit TpanckpunT He onpenensics. HecMoTpst Ha xopomiue
pe3ynbTaThl, JOCTUTHYTBIE IIPU HCIOJIB30BAHMM O3TOIO IMOAXOAA, POJIb TPAHCIIAHTALUU SIBJIETCS
HEOIIPE/ICJIEHHOM, MOCKOJIbKY, KaK IOKa3al psii UCCIEJOBAHUMN, JOITOCPOYHAS PEMUCCHS MOMKET OBITH
JOCTUTHYTA C IIOMOILBIO HECKOJIbKUX KypcoB ATO.

3.5. llonaepxkuBarouiasi Tepanust

- Pexomennyercs y nanuentos ¢ OILJI, 3aBepmmBIIMX IporpamMMy HMHIYKIMH M KOHCOJIMAALUU
pemuccuu 6e3 npumenenuss ATO, npoBoauTth noepxkuBaroriee jgeuenne ATRA**, meroTpexcatom™* u
MEpKanToOmypuHOM** B TeUCHHUE IBYX JIET TMOO 0 KOHCTaTalmu penuansa [29, 39].

VYpoBeHb yOeIUTETbHOCTH peKOMEHAaIiK — B (YpOBEHB I0CTOBEPHOCTH JIOKA3aTEIBCTB — 2)

KoMMeHTapun: HecMOTpst Ha TO 4TO 3(PPEKTUBHOCTH MOJACPKUBAIOLIECH Tepanuu Oblja JOKa3aHa B
JBYX paHIOMH3UPOBAHHBIX HccienoBaHusax [29, 39], mpomoinkaroTcss TUCKYCCHH O HEOOXOJIUMOCTH €¢
MIPUMEHEHHMS y TAllUEHTOB B MOJIEKYISIPHONU PEMHUCCHH.

Poccuiickas uccnenoBarenbckas TIpyldrna PEKOMEHIYET HCHOJIb30BaTh JUIMTEIbHYIO 2-JIETHIOKO
MOJUICPKUBAIOIIYI0 Tepanuroo y Bceex mnanueHToB ¢ OIIJl He3aBHCMMO OT Tpymnmbl pUCKa IpU
00s3aTeNbHOM MOJIEKYIsIpHOM MOHUTOpHHre MObB 1 onTHUMaNbHBIM CUUTAET MOAEPKUBALOIIEE JIEUEHNE
no nporpamme AIDA [4].

[oanepKuBaromIas Tepamus MepKanTomypuHoM** B no3e 50 Mr/mM2 1 pa3 B JeHb NOCTOSHHO
(MOJIOKOM He 3amuBaTh) U #MeToTpekcaTtoM** B mo3e 15 mr/m? 1 pas B Hejemo HaumHaeTcs depes 30
IHEH Tmocie mocieanero kypca konconummanuud. #ATRA** — B rteuenue 2 wem. (1-15-it num) wu
npumMensiercs 1 pas B 3 mec. [4].

XT mpekpamiaercs yepe3 2 roga OT MOMEHTA 3aBEPLICHUS] KOHCOJIMAAIMHU, €CJIM B TEUEHUE BCETO
nepuoja HaOMIoAeH!s He ObUIM OTIPEIeNIEHbl MOJIEKYIISIPHBIE PEIUANBBI.

- Pexomennyercs Bcem mnaunumeHtam ¢ OIJI, mosaydaromum NOAIEPKUBAIOIIYIO TEPAMUIO,
perynspHoe BoinonHenue oouiero ananusa [1K ¢ moacuerom nelikonutapHoit GopMyiibsl U onpeaeneHueM
Yyclla PETHKYJIOLMTOB M TPOMOOIMTOB JUIsl CBOEBPEMEHHOM MOIu(UKalUUKd 103 HUTOCTATUYECKUX
npemnaparos [1-3, 5].

YpoBeHb yoeauteabHocTH pekoMmenaaiuu — C (YpoBEeHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Pexomennyercs BcemM mnauumeHtam c OIUJI, monydaronuMm OJAEpKUBAIOIIYIO TEpamuio, ¢
yacToTod 1 pa3 B 3 Mec BBIIOJHATH LUTOJIOTHYECKOE uccienoBanue nyHkrata KM, a taxxe
MOJIEKYIsIpHO-TeHeTndeckoe uccinenopanre rena PML-RARA meronom P ¢ 4yBCTBUTENBHOCTBIO TIO
kpaiineii mepe 1 x 10 mo KM st konTponst MOB 1 cBoeBpeMeHHO# AnarHocTiky peuuausa [1-3, 5].

VYpoBenb yoeauteabHocT pekoMmenaaruu — C (YpoBEeHb T0OCTOBEPHOCTH JJOKA3aTEILCTB — 5)

KoMMeHTapuii: mpu KOHCTaTallMM MOJEKYISPHOIO penuauBa (ABaXKIbl Mo3uTuBHBI oTBeT I[1L[P
nwin coueranue [1LP u FISH), Bo3nukiero Ha oHe moaep>KUBaroOIIero JeUYeHUs, Tepanus U3MEHSIETCS.

3.6. IlpodniiakTuka BoBJIeYeHHS LEHTPAJILHOI HEPBHOM CHCTEMbI

[Topaxkenne  nentpanbHoit  HepBHOW  cuctembl (IIHC)  sBnsercs  cambplM  4acThIM
skcTpaMenyusipibiM  oyarom npu OIIJI. Tak, mo kpaiiHeii Mepe oxoso 10% remaTosorun4yeckux
peuuanBoB conpoBoxaatorcss BoBieueHuem LIHC. Ilostomy Bo3mokHOCTh BoBieueHus LTHC cnenyer
paccMaTpuBath y 1r000ro u3 nauueHToB ¢ OIJI ¢ HeBpOIOrMUEeCKUMHU CHMITOMAMHU, U OHA J0JKHA OBITh
UCKITIOYEHA Y BCEX MAlMEHTOB C PEIUIUBOM [2].

- Pexomenayerca mnanueHntam c OIIJl Bblcokoro pucka mnocie JocTwxkeHus nepsoi [IP
npo(uiIakTuKa HeWpoJeHKeMUn MHTpAaTeKalbHbIM BBEJCHUEM #MeToTpekcata** 15 mr, unrapabuna™*
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30 mr u nekcameraszona** 4 mr [40].

VYpoBeHb yOeIUTEIbHOCTH PeKOMEHAaIK — B (YpOBEHB I0CTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KomMmeHnTapuii: mnockosnbky OonbpmnHcTBO [[HC-pennnnBoB BO3HMKAaeT y MAlMEHTOB C
THIEPJICHKOIIMUTO30M, HEKOTOpBIE HCCIIEAOBATEeNM BKIOYalOT mpo¢miaktuky BosieueHus L[HC vy
MAIMEHTOB BBICOKOW Tpynmbl pucka. /s Takux ManueHTOB Ieeco00pa3HO OTIOXKHUTH MPOPHUIAKTHKY
HEHUpOJIeUKeMUHn 10 MOMeHTa noctrkeHus 1P, Tak kak B nepro MHAYKIIMOHHOM TE€palliyd OYEHb BBICOK
PHUCK OCJIOKHEHHH, CBSA3aHHBIX CO CIIMHHOMO3rOBOM IyHKIMeEW. Pocculickas uccienoBarenbckas rpyIia
TaKKe MPHUICPKHUBACTCS MHEHUS O HEOOXOAMMOCTH BBIOJHEHUS MPOMWIAKTUKA HEHPOJICHKEeMUn
MHTpATeKAIbHBIM BBEJCHHEM MeTOoTpekcara™™, murapabuHa** u nekcamerazoHa*™* y MaIlMEeHTOB C
MHHIMABHEIM JeiikonuTo3oMm > 10 x 10%/1 [4].

[TanimenTam BBHITIONHSETCS 5 TIOMOAIBHBIX MYHKIIUN (C BBEJIEHHEM 3 TperapaToB) B MEPUO] KYpCOB
WHIYKITMU/KOHCOJM ANy, 3aTeM 1 pa3 B 3 mec.

- He pexomenayercs npodunaktika Heiposelikemun y nauumeHToB ¢ OINJI Hu3koro pucka, T.e.
eCJIH MCXOIHOE YMCIIO JIeHKonUTOB He npeBsimaio 10 x 10%m [40].
VYpoBeHb yOeIUTETbHOCTH PeKOMEHAaIiK — B (YpOBEHB I0CTOBEPHOCTH JIOKA3aTEIBCTB — 3)

3.7. Ocoobie ciayuan OILJI

3.7.1. IlanmeHTHI cTAapUIeil BO3PACTHOM IPYyIIIbI

- Pexomenpayercst marmeHToB crapiie 60 JIeT B XOpOIIeM COMAaTHYECKOM CTaTyce JICUUTh TakK JKe,
Kak ¥ ocTajbHbIX manueHToB ¢ OI1JI ¢ yueToM KOppeKInH 103 MUTOCTaTHYECKUX mpenaparoB [41].

Yposens yoeaurenbHoCTH pekoMeHaauu — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTeabCTB — 4)

KommenTapwmii: B otnuuue ot apyrux ¢opm OMIJI, OIIJI y MOXWIBIX MallMEHTOB BBISBIISICTCS
CPaBHHUTEIBPHO PEIKO W HMEET OTHOCUTEIBbHO OJIarompusiTHBIA HCXO0H. DPGPEKTUBHOCTH JICUCHUS
noxuiibix nauueHToB ¢ OILJI conmocTtaBuma ¢ TakoBOM y MoJIOJbIX. KpoMe TOTO, MOKHIIBIX MAllMEHTOB
yale BCero OTHOCAT K IPYIIe HU3KOrO PUCKA IO CPAaBHEHHUIO C MOJIOABIMH. OIHAKO Yy MOXKHUIBIX JIUI
3HAYUTENIBHO BBILIE TOKa3aTeId TOKCUYHOCTH, OOYCIIOBJICHHOW Tepamueil (0ojee BbICOKas 4acToTa
pa3BUTHUS CeTCcHca U YBEIMUEHUE CMEPTHOCTH, CBA3aHHOM ¢ JieueHneM). Poccuiickast ncciaenoBaTenbeKast
IpyIa peKOMEHAYET MPUMEHATh Y MOXKHIbIX MAaUeHTOB MpoTokosl AIDA, B KOTOpOM MpeaycMOTPEeHO
CHHKCHHUE JTO3UPOBOK aHTPALMKINHOB [4].

3.7.2. [IauMeHTHI € TSAKEJI0H CONMYTCTBYIOMIEH MAaTON0rHel

- PekomeHIyeTCs aleHTaM ¢ TSDKEJIOH COIYTCTBYIOLICH MATOJIOTHEH pacCMOTPETh BO3MOXKHOCTh
neuenus komOuHameit ATRA** u ATO 6e3 ucIoap30BaHMs UTOCTATHYECKUX mpenaparos [1-3, 5, 36].

YpoBenb yoeautenbHocTH pekoMmenaaruu — C (YypoBEHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuii: ObUTIO pa3pabOTaHO HECKOJIBKO aIbTEPHATUBHBIX MOXO0/0B B JICUCHUH MAI[UCHTOB C
OIlJI, HampaBieHHBIX Ha CBeAeHHE K MUHUMYMY npuMeHeHus] XT. BonbIIMHCTBO U3 HUX OCHOBAHBI Ha
npumeHennn ATRA** u ATO c¢ munumansHOM XT wmnum O6e3 XT. DT moaxoasl MOTyT OBbITh
WCIOJIb30BAHBI Y MOXKWIBIX U MOJOJBIX MAIIMEHTOB C TSXKEJION COMYyTCTBYIOIIEH MATONOTHEH, KOTOPHIM
uHTeHcuBHAas X1 MpOTHBOMOKa3aHa (HApUMep, y MallMeHTOB ¢ KapAUadbHOW MaTOJIOTUEH WIIM APYrou
cepbe3Hoii opranHoil natonorueit). Kak u mpu tepanun ATRA** ¢ anTpaunukinHamu, 1enbio JT€YeHUs Y
TaKUX MAIMEHTOB JOJHKHO OBITH JOCTHKEHHE MOJICKYISIPHON PEMUCCUU C TIOCTOSIHHBIM MOHHTOPHHIOM
MOG c nenbto onpeneneHust HEOOX0AUMOCTH B JOTIOJTHUTEIHHON Teparvu.

3.7.3. Jleuenne OILJI npu GepemenHOCTH

Huarnoctuka OIIJI Bo Bpemst 6epeMEHHOCTH — COOBITHE JOBOJBHO pEAKOEe, HO TeM He MeHee
BIIOJIHE peanbHOe. B 3Tol cuTyarmm Bompoc pemaercsi cxoxuM ¢ stedenueM Bcex OJI oopazom [42]. Tpu
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muarHoctuke OITJI B I TpuMecTpe pexoMeHayeTcs npepbiBaHre OepeMEeHHOCTH. DTa Mpolenypa J0DKHA
BBITIOJTHATHCS B YCJIOBHSX MOJHON TpaHC(HY3MOHHON 00ECTIIEYeHHOCTH TPOMOOIIMTHBIMU KOHIIEHTPATaMH,
C3II. Ilocne abopra HememieHHO HaunHaeTcss Tepanus ATRA**. Eciu Ha MOMEHT mimaHHpyeMoid
IpOIeIyphl y MAIIMEHTOB OTMeUaeTcsi reHepann3oBanubiii JIBC-cunapom, To npepbiBaHre 6€peMEHHOCTH
1eJIeCO00pa3HO OTJIOKHUTh J0 KYHNHPOBAHHS T'€MOPPArd4ecKUX OCIOKHEHHWH, KOTOpBIE MOTYT OBIThH
HUBEJIMPOBAHBl KaK CHMIITOMAaTHYECKH, TaK M — B CIIydasx OBICTPOTO Pa3BUTHSA JIEHKO3a — C TIOMOIIBIO
nmoyiHoI03HOH aznekBaTHo XT. B mocnemneM cimydae OepeMEHHOCTH MOXKET OBITH IMpepBaHa TOCHE
noctkenust [IP — gepe3 30-45 nueii. Brimonmnenne mporpammuoi teparnuu OIJI mpu G6epemeHHOCTH
CTAJIKMBACTCS C BOIIPOCOM O JIOKa3aHHBIX TeparoreHHbIX 3ddexrax ATRA**, kotopeie 00yCIOBICHEI €
aHTHAHTHOTEHHBIMU cBoiicTBamu. [losToMy wucmonp3oBaHue TpernHomHa** B [ TpmMecTpe, Korjaa
MIPOMCXOUT 3aKja/Ika BCEX OPraHOB IJI0Ja, MOTEHUUaIbHO onacHo. [Ipumenenue ee B couetanuu ¢ XT
Bo II u III tpumectpe, nmocine popmupoBaHHs IUIALEHTHI, HE TOJBKO OIpaBAaHO, HO M HEOOXOIUMO.
Kypcsr XT moryt 6bITh cTangapTabivu (7 + 3 ¢ 1030i gayHopyoumuHa** 60 Mr/mM? Ha BBeieHHE) TGO
ObITh OCHOBaHbI Ha mpoTokoie AIDA (MoHoTepanus uaapyOounmHom™®*). MexayHapoaHblEe SKCHEPTHI
MPEeAOCTEePEraroT, YTo HAAPYOUIMH** CroCcOOEH MPOHUKATh Yepe3 IUlalleHTapHbIA Oaphep B OoJibliei
CTETEeHHU, YeM JayHOPYyOULInH™*.

Poccuiickoil uccmenoBaTeNbCKONW TPYNIOW HAKOIUIEH OMBIT Mo JiedeHuto 10 OGepeMeHHBIX C
nokazanubiM  OITJI [43]. TlpumeHenune MoHOTepanuu uaapyounumHom** B coueranunm ¢ ATRA**
OKa3aJIoCh BBICOKOI(D(PEeKTUBHBIM W MEHee TOKCHYHBIM B CpaBHEHMH ¢ 7 + 3, aHOMaiWii Tuioga He
BBIABJIICHO. B imTeparype Takke CymECTBYIOT OTHAEIbHBIE ONMMCAaHMs ciay4daeB no JjedeHutro OILI y
OepemeHHBIX. Bo Bcex coOOOLIEHUSX JIeYeHHE TPOIIO YCIEIIHO, He ObUIO 3aperucTpHUpOBaHO
BPOXICHHBIX aHOMAaJIHMW TUIONA, BCE NETH POAWJINCH 3M0POBEIMH. TeM HEe MeHee B psje CllydacB
COOOIIIaeTCsl 0 MPEXOANIUX HAPYIMIEHUAX pUTMa y moAa. B cBs3u ¢ aTum Ha ¢one npuema ATRA** n
BBEJICHUS aHTPALUKIMHOB PEKOMEHAYETCS TIIATEIbHBI MOHUTOPUHT CEPACYHON AESITENbHOCTH Y TUI0/A.

[Tocne pomopaspelieHus peKOMEHIYeTCsl HadMHaTh nocienyromuii kype XT He paHee yem yepe3 2
Hen. Kopmnenue rpyapto 3anpemieno. Kype koHconupanuu nocie poJaoB J0JKEH ObITh BHIOpAH MeHee
WHTEHCHUBHBIM (B 4acTHOCTH, U3 mpoTokosa AIDA xypc 1-kpatHOro BBeAeHUS MuapyOurmHa*™* wim 4-
JTHEBHOE BBEJCHUE MAJIBIX JI03 HIAPYOHIIMHA™*), TMOCKOJBKY BEpPOSTHOCTh pa3BUTHS (aTalIbHBIX
MH(EKIMOHHBIX OCJIOKHEHUN y TAIIMeHTOB MOCe pOJA0B OYeHb BhIcOKas. Llenecoobpa3Ho HavyaTh npuem
ATRA** u B KOHIIE 2-HEICIIBHOTO IMKJIa BBIMOJIHUTH BBEJICHUE IIUTOCTATHYECKUX MPEIapaToB.

- Pexomennyercs manmeHTkaM mnpu auarHoctuke OILJI B Tedenwe I Tpumectpa GepeMeHHOCTH
BBITNOJIHUTH HCKYCCTBEHHOE MTPEPBIBaHNE OEPEMEHHOCTH 10 MEIUIIMHCKUM OKazaHusMm [42, 44].

YpoBeHnb yoeauteabHocT pekoMmenaaruu — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEeIbCTB — 4)

Kommentapun: ATRA** o6mamaer BBICOKMM TEpaTOTCHHBIM JACHCTBHEM M 3amperieHa Uit
ucrnoJib30Banus B | pumectpe 6epeMeHHOCTH.

- He pexkomenmyercsi MpUMEHSATh IMPOW3BOJHBIC MBINIbSIKA, KaK BBICOKO 3MOpPHUOTOKCHYHBIC, B
1r000M TpuMecTpe Oepemennoctu [43, 45]
YpoBenb yoeautenbHocTH pekoMmenaaruu — C (YpoBEeHb TOCTOBEPHOCTH JJOKA3aTEeIbCTB — 4)

- Pexomenayercs y marentok ¢ OITJI B I TpuMecTpe OepeMEHHOCTH, HE JKENAIOIIUX MPephiBaTh
OepeMEHHOCTh, B KaUeCTBE WHIYKIIUH MCIIOIb30BaTh JAYHOPYOHIIUH** B MOHOTEpANUU WK B COUYCTAHHH
C muTapabuHOM™** B 103aX, aHAJOTMYHBIX TAKOBBIM IPU JICUCHUH HEOCPEMEHHBIX MAIMEHTOK (CM.
npunoxenne A3.1) [42].

VYpoBeHb yOeIUTETbHOCTH PeKOMEHAaIK — B (YpOBEHb TI0CTOBEPHOCTH JJOKA3aTEILCTB — 3)

- Pexomennyercs mnaunmentkam ¢ OIJI, muarHoctupoBanHbiM Bo II wmmm Il Tpumectpe
OepeMEeHHOCTH, B Ka4yeCTBe MHAYKIMH HCMoiab30BaTh ATRA** B xomOuHanuu ¢ uaapyonumHoM™** (cm.
npunoxenne A3.1) [43].

YpoBeHsb yoeautenbHOCTH pekoMeHaauu — C (YpOBEHb JOCTOBEPHOCTH J0KA3aTeNbCTB — 4)
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- Pexomennmyercsi OepeMEHHBIM MAIMEHTKAM BBIMOJHATH POJOPA3pPEIICHHE METOJIOM KecapeBa
ceuenwust [43].

YposeHs yoeautenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMenTapuu: BbpIOOp crmocoba  poJopaspellieHuss  OIpeleNsieTcs  COCTOSHUEM  II0Ja,
COMAaTUYECKUM CTATyCOM MAIMEHTKH, F€MATOJOrMUYEeCKUMHU I0KA3aTeIsIMU U CTPOTO B COOTBETCTBUU C
aKylepcKuMu Tnoka3zaHusiMu. (CaMONpOM3BOJIbBHBIE pOJbI MOTYT ObITh BBIOpaHbBl Kak CIOCOO
pojopa3penieHusl TOJIbKO NpU HAIWYUU Yy maumeHTku pemuccun OMIL,  ynoBiieTBOpUTENbHBIX
IoKasareseil oOlero aHajin3a KpoBH, IIPU XOPOLIEM COMAaTHYECKOM CTAaTyCe MAalMEHTKU U COCTOSHUU
10/1a.

- Pexomenayercsi OepeMeHHBIM MalMEHTKaM, MOJy4alolmuM JedeHue 1o mnosoxy OILIL,
poJIopa3pelieHre BRIIOIHATH B IEPUOT MEXK Y Kypcamu (onTuManbHo Ha 33-34-it nenene) [43].

YposeHb yoeautenbHOCTH pekoMenaauu — C (YypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KommenTtapun: Hecmotpss Ha OesomacHocTh XT Bo II m III Ttpumectpe OepemenHocTH, €€
MIPOBEJIEHUE CBS3aHO C BHICOKMM PUCKOM CIIOHTaHHBIX a0OPTOB U MPEKIEBPEMEHHBIX POJIOB.

- Pexomenayercs BBITIOJNHATH  €KEHENCHbHBIM  KOMIUIEKC HWCCIEAOBAHMM Uil  OIEHKH
(hYHKIIMOHATBLHOTO COCTOSIHHSI TUIOJA C OCOOBIM BHHMAaHHMEM K KapAualbHOW (YHKIMM Ha GoHe
nporpammuoit XT OIT [42].

YpoBeHb yOeIUTETLHOCTH PeKOMEHAaIK — B (YpOBEHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 3)

- PexomenayeTcss Npu ITAHOBOM MPEXICBPEMEHHOM pPOJOPA3PEMICHNH Ha cpoke 24-35 Hen
MPOBOJNTH TPOMUIAKTHKY CHHJIPOMA OCTPOTO PECIHMPATOPHOTO JAMCTPECCa Y HOBOPOXKJICHHOTO — B/B
BBeJIcHHE #IekcamerazoHa** 12 mr 2 BBeaeHus yepe3 12 gacoB 3a 2 CyTOK 10 pooB [46].

- YpoBeHb yOeauTEIbHOCTH PEKOMEHIAIMH — B (YpOBEHD JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

- He pekoMmenmyeTcsi KOpMIIGHHE TPYABIO TTOCIE poaopa3penieHus Ha pone mpomospkaromeics XT
[42].
YpoBeHb yOEAUTEIBHOCTH PEKOMEHIAINH — B (YPOBEHD JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

- He pexomenpayercs xeHmuHam ¢ OIJl mimaHupoBanue OEpPeMEHHOCTH B IEPHOJ JICUCHHS
ATRA** Bo BpemMs KOHCOJUIUPYIONICH WIM TOJCPKUBAIOIICH Tepanuu (TepaToreHHbIl 3ddexT
ATRA**) [44].

YpoBenb yoeautenbHoCTH pekoMmenaauu — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

3.8. Jleuenue penuausa OILJI

Ilo maHHBIM pa3HBIX MCCIEAOBaHUM, npuMeHeHne MoHoTepanuu ATO B snedenun perunnsa OINI
MO3BOJISIET JOCTUYbL 2-U MonekynsipHoi pemuccun B 70-90% cmydaeB [47, 48]. B To xe Bpems
HCII0JIb30BAHNE TPAHCIUIAHTALIMOHHBIX MOJXOJOB y INMAIUEHTOB, KOTOPBIM JOCTUTHYTa 2-51 PEMHUCCHS
OIlJI, noka3plBaeT MX IPEUMYILECTBO IEPE] MCIOJBb30BaHHEM TOJbKO ATO-comepikalux MpOrpaMm.
Tak, nampumep, uccienoBanue eporeickoil rpymnmnbl LeukemiaNet mokasano 3-nernioro OB y 80%
601bHBIX Mocsie npuMeHenus ayro-TI'CK Bo BTOpoi MOJEKyIspHON peMHCCHU MO cpaBHEHHUIo ¢ 59% y
nanuenToB 6e3 TI'CK [49]. Xots amno-TI'CK xapakrepusyercs, IO TaHHBIM HEKOTOPBIX HCCIIEIOBaHUH,
MEHBUIEN BEPOSATHOCTHIO pa3BUTH NMOBTOPHBIX peuuauBoB nociae TI'CK no cpaBrenuro ¢ ayro-TI'CK,
JIETAJIbHOCTh, CBSI3aHHAs C JICYEHUEM, AENAeT ATOT MOAXOJ y MAalMEeHTOB BO BTOopoil pemuccun OINJI
MeHee TPEeANOYTUTENBHBIM 1o cpaBHeHHIO ¢ ayTo-TI'CK [50]. Oxkunare BeICOKYIO 3(h)(EeKTHBHOCTH ayTO-
TI'CK B TO %€ BpeMs clielyeT TOJBKO y NAalUEHTOB C JOCTUTHYTON 2-1 MOJIEKYJISIPHON PEMHCCHEN.

- PexomeHayeTcs y MalMEHTOB C MOATBEPXKICHHBIM MOJEKYISIpHbIM peruanom  OIJI
(ompeneneHHBIM Kak 2 nocnenoBaTesbHbIX [I1P-110105)KuTeNnbHBIX aHan3a co CTa0MIIbHBIM HapacTaHUEM
ypoBHst PML-RARA-TpaHCKpuUIITa) HE3aMEIIMTENbHO HadyaTh Tepamnuio, BKmouaromyo ATRA** yu
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ATO, c uenbio npeoTBpaIleHUs pa3BepHyTOTo peruansa [47, 48].
YpoBeHb yoeauTenbHocTH pekoMeHaanuu — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)
Kommenrapun: xots ATRA** B coueranun ¢ XT MoxeT ObITh HCIOJIb30BaHA B KAUECTBE TePAIHH
criaceHus1, cxeMmbl Ha ocHoBe ATO B HacTos1ee BpeMsl cuuTaroTes 1-il inHuen neuenus penuausa OILLL

- Pexomenpgyercss namueHTaMm, Yy KOTOpbIX MHoiydeHa 2-1 MoJekyispHas IIP, paccmorpers
BO3MOXHOCTh BbInosiHeHUs ayto-TI'CK [49].

VpoBeHb yoeautensHoCTH pekoMeHaanun — C (ypoBEeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 4)

Kommenrtapun: ayro-TT'CK MokeT BBINOJNHATBCA TOJBKO B Ciydae, €ClIM B 3aroTOBJIEHHOM
ayTOTPAHCIUIAHTATE OTCYTCTBYET MOJIEKYJIIPHBINA MapKep.

- PexoMeHnmyercss mamMeHTaM, Yy KOTOPBIX HE JOCTHUTHYTa 2-f MOJIEKYJISIpHAsh PEMHUCCHS,
paccMoTpeTh BO3MOKHOCTH BbinosiHeHus ayuio-TT'CK [50].
YpoBeHb yoeauTenbHoCTH pekoMeHaaiu — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

- Pexomenpayercst st marpeHToB ¢ pernuauom OIJI, mpoTekarommm Tosibko ¢ nopakenunem [{THC,
WHYKIIMOHHAs TePanusi U3 MUHUMYM €XKEHEIEeTbHOro (ONTUMAIBHO 2 pa3a B HEJIE0) HHTPATEKAIbHOTO
BBe/eHus 3 mpenapartoB (#Merorpekcata** 15 mr, nurapabuna** 30 mr u aekcamerazoHa™* 4 mr) mo
TIOJTHOW AIMMHUHAIIAN OMYXOJIEBBIX KJIETOK M3 CITMHHOMO3TOBOM KUAKOCTH, 3aT€M BBITIOJHSAETCSA OT 6 10
10 wuHTpaTeKkaJbHBIX BBEACHWW B KayecTBE KOHcoJuaauuu. I[lapayienbHO JOJKHO MTPOBOIUTHCA
CHCTEMHOE JICYeHHE KaK P KOCTHOMO3TOBOM penuanse [51].

Yposens yoeautenbHOCTH pekoMeraauu — C (YpoBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

3.9. Tepanus OILJI, vHAYHMPOBAHHOT0 MpeaIeCTBYIOIIEH XUMHOTEePanuel

- Pexomenpayercs neyenue nanueHToB co BTopuuHbiM OILJI kak nepsuuynoro OILJI ¢ monmpaBko#i Ha
BO3MOXHYIO KapJHOTOKCUYHOCTh BCJIEACTBHE TMPEALISCTBYIOIIEH Tepanuu aHTPAlUKIMHAMU U
MepEeHECEHHBIX MH(PEKIIMOHHBIX OocaoxHeHui [1-3, 5, 36].

Yposens yoeaurenbHoCcTH pekoMeHauu — C (YypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

3.10. ConpoBoauTeabHasi Tepanus

- PexoMenayetcst BceM manueHTaM COMPOBOAUTENbHAS Tepamnus JUisl Tpo(UIaKTUKU OCIOKHEHUN
Ha GoHe 0CHOBHOIM Teparnuu [1-3, 5].

YpoBenb yoeauteabHocT pekoMmenaaruu — C (YpOBEeHb I0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapun: mpuMeHsieTcsl Ha3HadeHHe amtonypuHona** (300 mr/m?) B TepBble 4Yachl
muarnoctTuku OJI. O6wem BBoammou skuakoctu npu OIJL (pactBop Harpus xyopuupa**, pacTBop
nexctposb**, C3I1, kpuonpenunuTar, anbOyMuH**, mpu HE0OXOJUMOCTH, TPOMOOLIUTHI, SPUTPOIIUTHI) B
TEYEHHE CYTOK MOXET COCTaBIATH OoJiee 3 J1, M03TOMY HEOOXOIMMBI OUEHb JKeCTKUNA KOHTPOJb BOJHOTO
OanmaHca W CTHUMYISALUA Auype3a. Takke cleayeT MOMHUTb, 4to rumnepBosiemus mpu OIJI moxer
MPOBOLMPOBATh 00Jiee BBICOKHM PHUCK JIETOYHBIX OCJIOXHEHHMH, CEepJeYHON HEJOCTaTOYHOCTH,
UMUTUPOBATH CUHAPOM (D (HEPEHIIMPOBKU OITYXOJIEBBIX KIETOK.

BaxxHbIM A1 KynmupoBaHUs OCIoKHEeHUH Ha (oHe Havana XT mpu rumepiaerkonuTose, 0coOEHHO
Ha (oHe OOJBIION BOJEMHUYECKOW HArpy3ku M KOAryJasLMOHHBIX HAapYIIEHUH, SBISETCS BBINOJHEHHE
m1a3MaoOMeHa.

Ha3nauenune  aHTHMOaKkTepUaNbHBIX, MPOTUBOTPUOKOBBIX  JUII  CHUCTEMHOTO  NPUMEHEHHUs,
IIPOTHUBOBUPYCHBIX CpeacTB peraamentupyercs npu OITJI Temu ke npaBuiiaMu, KOTOPHIE UCTIONB3YHOTCS
B jeueHnu OMJI. IIpumenenue kononuectTumynupyromux gaxkropos npu OILI He nokaszaHo.

- He pexkomennmyercs y mamueHToB ¢ BepuduuupoBaHHeiM  OIUJl  npumeHsTsh
#rupokcukapoaMu* ¥, Tak Kak OH YBEJIMUMBACT PUCK TSDKEIIBIX TEMOPPArHYeCcKUX OCI0KHEHHH [2].
VYpoBeHs yoeauTenbHOCTH pekomeHaau — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)
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Kommenrapuu: #ruapokcukapOamun** (B pexume, 3aperHCTPUPOBAHHOM JUIS XPOHHYECKOTO
MUEIIOJIEK03a, 10 2 T) MOXET ObITh MCIIONB30BaH B CIIydae Pa3BUTHA JICHKOIMTO3a Ha (OHE Teparuu
ATO u ATRA**,

- PexomeHayeTcs BceM marpieHTaM Ipu mpoBeneHnd X1 ¢ 1enbio Mpo(MIaKTUKKA TOIIHOTHI U
PBOTHI HCIIOJIH30BaTh IPOTUBOPBOTHBIC Mpenapatsl [52].
YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

- PexkoMennyercs BceM TalMeHTaM, NOJYYAOIIMM 2-JICTHIOW TIOICPKUBAIONIYI0 TEPAIHUIO
MEpKanTomypuHOM™** 1 MeToTpekcaToM™**, HazHauaTh MPOPMIAKTUKY THEBMOIMCTHON THEBMOHHUH #KO-
TpUMOKca30JioM (CyibhameTokcazonom + TpuMerornpuMom)** o 480 mr 2 pasa B cytku [53].

YpoBeHb yOeAUTEIBHOCTH PeKOMeH 1aIiii — B (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

- PexoMenyercst mpu BOZHUKHOBEHUH OCTPOTO MIIH XPOHHYECKOTO OOJIEBOTO CHHIIPOMA YTOYHEHHE
ATHOJIOTUN OOJIH; TIPU BBISABICHHH OYara BOCHAICHHs — MPOBEICHHE HEOOXOIMMBIX MEPOTIPUSATHHA 110 €ro
JICYSHUIO COTJIACHO COOTBETCTBYIOUIMM KIMHHYECKHM PEKOMEHIAIMSIM (BKIIOUYas MPH HEOOXOIUMOCTH
XAPYPrUYecKoe JIEYCHHUE); MpPH HWCKIIOUEHUH WHQPEKIIMOHHO-BOCTIAIMTEIBHON TPHPOIBI  OOJIEBOTO
CHHIIpOMAa pPEKOMEHIYeTCs NpOBeACHHE 00e300IMBAONIEH Tepamui COTJACHO  CYIIECTBYIOUINM
MPOTOKOJIaM 00e300MBaHusl (CM. COOTBETCTBYIOIIUE KIMHHUYECKHE PEKOMEHIAIMU IO XPOHUYECKOH
0011, KITMHUYECKHE PEKOMEHIAIINH 110 aHECTE3UOJIOTHH ), B TOM YHCIIE TI0 MTOKa3aHMsIM — C TPUMEHEHUEM
OTIMOMTHBIX AHAIBIETHKOB, C YYE€TOM BO3MOXXHBIX IPOTHBOIIOKA3aHUH, CBS3aHHBIX C IIUTOTICHHUEH,
WHBIMH KJIMHUYECKHUMHU CUTYyaIusMu [54].

YposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

4. PeaOnnuranus

CrnenunanbHbIx MeTO10B peadbmutanuu npu OITJI He cymecTByer.

- Pexomenayercs mnpoBeieHHE peaOMIUTAIMM TPU BO3HMKHOBEHHU OCJIOXHEHHUH TMoOcCIe
3aBepieHus nporpammsl Tepanui OITJT B paMkax COOTBETCTBYOIIMX HO30J0THi [55].

VYpoBeHb yoeauTeabHoCTH pekoMmenaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: mocie OKOHYAHHWS JICUEHUS PEKOMEHJIyeTCs BECTH 3JI0POBBbI 00pa3 KHU3HH,
UCKITIOYUTh MHCOJISILMIO U pu3noTepaneBTrHueckue npouenypsl. [Ipu nposeaennn XT Bo3MOKHA KapIuo-
, TernaTo-, HelHpo-, HeQpo- U Apyrasi TOKCUYHOCTh, OCIEACTBUS KOTOPOH MOTYT MPOSIBIATHCS U MOCTE €€
OKOHYAHUSI.

5. Ilpopunakruka

Crnenuduyeckoit npodunaktuku BosHukHoBeHust OIJI He cymiecTByer.

- PexomeniyeTcss B paMKax AMCIAHCEPHOTO HAOMIOICHUS MAIlEHTOB MOC]Ie OKOHYaHUS IPOTPaMMBbl
tepanuu OILJI BeIMONIHATH MccienoBanre oomero ananusa [1K kaxapiii Mecsil B TeUeHHE MEePBbIX 2 JIET U
3ateM | pa3 B 2-3 Mmecsna 0 5 JIeT OT Haydaja JeYeHHUs]; BHINONHATh MyHKIMKU KM B Teuenue 1-ro roga —
1 pa3 B 3 mecsua, nanee — 1 paz B 6 mecsueB B TeueHue 2-ro roja, gaigee — 1 pa3 B rox Ao S5 ner
HaOJFOICHUS TSl KOHTPOJIS AP PEKTUBHOCTH JICUCHHS U CBOEBPEMEHHOTO BBISIBIICHHS peruauBa [2].

YpoBeHb yoeauTeabHoCTH pekoMenaaruii — C (YypOBEeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: BHEMJIAaHOBOE BBIMOJHEHHWE OOIIET0 aHajdu3a KPOBH IMMOKA3aHO TMpH JIHOOBIX
M3MEHEHUSX B COCTOSIHUM MalnueHTa. BHennanoBoe uccnenoBanne KM nmokazaHo mpu BBISIBICHUH JTFOOBIX
W3MEHEHUU reMorpaMMbl. BOJNBIIMHCTBO PEUAMBOB MPOUCXOAUT B T€UEHHUE 1-3 JIeT mocie OKOHYaHUS
tepanuu. CTaHAapTU30BaHHBIE BpeMeHHbIEe TOUKH B3siTHsI KM Heo6xoaumel npu monutopuare MOB.
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Opraﬂnsauuﬂ OKa3aHUS MeIUIMHCKOI MOMOIIH

MemunuHcKkass INOMOLIb, 3a MCKIOYEHUEM MEIULIMHCKOM IIOMOIIM B paMKax KIMHUYECKON
anpoOaruu, B COOTBETCTBUU ¢ (emepanbHbiM 3akoHOM OT 21.11.2011 N 323-®3 (pexn. ot 25.05.2019)
"O6 ocHOBax OXpaHbl 30pOBbs TpaxaaH B Poccuiickoit @enepaunn" opraHu3yeTcst U OKa3bIBaeTCs:

- B cooTBeTcTBUM C [lonoxeHuem 00 OpraHu3alvy OKa3aHWUsS MEIUIMHCKOW MOMOIIM IO BHJaM
MEIMLMHCKOW IOMOINM, KOTOPOE YTBEPXKIACTCS  YIIOJTHOMOYEHHBIM  (pefiepaibHBIM  OpraHOM
HCIIOJIHUTEJIBHOM BIIACTH;

- B COOTBETCTBUH C MOPSIKOM OKa3aHHsI IIOMOIIH 110 TPOQIITIO "TeMaTonorus", 00s13aTeIbHbIM IS
HCIOJIHEHUS Ha TeppuTopun Poccuiickoit denepanny BCEMU MEAUIUHCKUMU OPraHU3alHsIMU;

- Ha OCHOBE HACTOSIIUX KIMHUYECKUX PEKOMEHIAIHii;

- C YUYE€TOM CTaHJapTOB MEIUIIMHCKOW MOMOIIM, YTBEPKACHHBIX YIIOJHOMOYEHHBIM (efepanibHbIM
OpraHoM HCHOJHHUTEIbHOU BIACTH.

[lepBuuHas crienuan3upOBaHHAS MEANKO-CAaHUTAPHAS TIOMOIIH OKA3bIBAETCS BPAUOM-TE€MATOJIIOTOM
U HHBIMM BpadyaMU-CHEIUAIMCTaMH B IEHTpe aMOyJIaTOpPHOM IeMaTolI0rM4ecKOH/OHKOJIOTHYECKON
nmoMomu JOO B  TEPBUYHOM  TIeMaTOJIOTHYECKOM/OHKOJIOTHYECKOM  KaOWHETe, TMEePBUYHOM
re€MaTOJIOTUIECKOM OTICICHUH, MOTUKIMHAYECKOM OTACIIEHUN OHKOJIOTHIECKOTO JUCTIaHCepa.

[Ipu BeIABICHUH y OOJBHOTO BoOJOCaTOKIeTOYHOTO Jeiko3a (BKJI) wnmm momo3penun Ha HETo
Bpayu-TEPANEBTHI, BPAaUH-TEPANICBTHl YJaCTKOBBIC, Bpaun OOIIel MPaKTUKH (CEeMEWHbIE BpadM), Bpadu-
CIEIUATTUCTHI, CPETHIE MEIUIIMHCKUE PAa0OTHUKHA B YCTAHOBIICHHOM TIOPSJIKE HAIIPABIISIOT OOJIBHOTO Ha
KOHCYJbTAllMI0O B LEHTp amOylaTOpHON IeMaToJOrM4ecKOW/OHKOJIOTHUYECKO noMomu Jubo B
TIEPBUYHBIN TEMaTOJOTUYECKHN KAaOMHET, TEPBHUYHOE T'e€MAaTOJIOTHYECKOE OTICICHHE METUITMHCKON
OPraHu3aIvy JJIsl OKa3aHUs €My MEPBUYHOM CHEIMAITM3UPOBAHHON MEIUKO-CAaHUTAPHOW MTOMOIIH.

Bpau-rematomor aMOynaTopHOTO WJIM CTAallMOHAPHOTO 3BEHA T'€MATOJIOTHYECKOW TMOMOIIU
OpraHU3YeT BBIMOJHEHUE TUATHOCTHYECKUX MCCIICIOBAHMM, HEOOXOUMBIX ISl YCTAaHOBJICHHUS TMarHo3a,
BKJIIOYAs PACIpPOCTPAHCHHOCTh W CTaAWioO 3a0oJyieBaHuWs. B ciydyae HEBO3MOXXHOCTH TPOBEICHUS
JIMarHOCTUYECKUX HCCIICIOBAaHUU TALMEHT HAMpaBiseTCs JieyalluM BpayoM B  MEAUIMHCKYIO
OpraHU3aINI0, OKA3bIBAIOIIYI0 MEAUIIMHCKYIO TIOMOIIh OOJIBHBIM C T€MATOJIOTHUYECKIMU 3a00JIEBaHUSIMHU
JUISl YCTAHOBJICHMSI AMArHo3a M OKa3aHWs CHELMAIM3UPOBAHHOM, B TOM YMCJIE BBICOKOTEXHOJIOTUYHOM,
MEIHUIIMHCKOM ITOMOIITH.

[Ipu BeisiBiennu BKJI unm mogo3peHrnn Ha HEro B XOJI€ OKa3aHUsl CKOPOH MEIUIMHCKON MOMOIIU
OOJILHOTO TIEPEBOAAT WJIM HAIPABISAIOT B MEAMIIMHCKHAE OPraHU3AIMH, OKA3bIBAIOIINE METUITUMHCKYIO
MOMOIIIb OOJBHBIM C T'€MAaTOJIOTHYECKMMHU 3a00JICBaHUSAMM, I ONPENCICHUS TAKTUKH BEACHUS U
HEOOXOJUMOCTH MIPUMEHEHUS JIOTIOJTHUTEIILHO JIPYrux METOJIOB CHEeHHATM3UPOBAHHOTO
MIPOTUBOOITYXOJIEBOTO JICUECHHUS.

Cnenuanu3upoBaHHas, B TOM YHMCJIE BBICOKOTEXHOJIOTMYHAs, MEIUIIMHCKAs MOMOIIb OKa3bIBACTCS
BpayaMu-TeMaToOJOTaMM B MEIUUMHCKUX OPraHu3alusax, OKa3bIBAOIIUX MEIULIUHCKYI0 I[OMOUIb
6ompHpiM  BKJL, wumerommx — JMIeH3UI0, HEOOXOJUMYI0  MaTepHalbHO-TEXHHUYECKylo  0a3y,
cepTU(ULIUPOBAHHBIX CHEIMAIUCTOB, B CTAIIMOHAPHBIX YCIOBHIX U YCIOBHSIX THEBHOTO CTallIOHapa U
BKJIIOUAET B ce0si MpOoUIAKTUKY, JUATHOCTUKY, JICYEHUE TeMAaTOJIOTUYECKUX 3a00JIeBaHUM, TPEOYIOIINX
WCIIOJIb30BAHUS CHELMAIBHBIX METOJOB M CIIOKHBIX YHHKAJIbHBIX MEIUIMHCKUX TEXHOJIOTHM, a Takxke
MEHUIIMHCKYIO0 peabuInTaIHIo.

B memunuHCKON opraHW3aluy, OKa3bIBaIOIeH MeTUIUMHCKYI0 momolns OonbHbIM BKJI, TakTHka
MEJHUIIMHCKOTO OOCIEeOBAaHUS U JICYCHUs YCTAaHABIMBACTCS BpauaMU-TE€MaTOJOraMH C TMPHUBICYECHHEM
MpH HEOOXOJAUMOCTH JIPYTHX Bpaudei-CHerUalucTOB, €ClIl MOTpeOyeTcss — C MPOBEACHUEM KOHCUIIMyMA.
Pemenne koHcunmyma Bpadeil odopMisieTcss TPOTOKOJIOM, MOJAMUCHIBACTCA yYaCTHHUKAMU KOHCHIMyMa
Bpavell U BHOCUTCS B MEJUIIMHCKYIO TOKYMEHTAIUIO OOJIBHOTO.

[lokazaHusg K TrOoCOMTAIM3ALMU B KPYIJIOCYTOUHBIA WIJIMA JIHEBHOM CTallMOHAp MEIUIIMHCKOMN
OpraHu3aliyi, OKa3bIBAIOUIEH CHEIHMAIU3UPOBAHHYIO, B TOM 4YHUCJIE€ BBICOKOTEXHOJOTUYHYIO,
MEJUIIMHCKYIO0 MOMOIIb M0 MpOodUiIo "OHKOJIOTHA" ONMPEAETSIOTCS BPAauOM-TeMaTOI0TOM/KOHCUIMYMOM
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Bpaueil ¢ mpuBJIeUYEHUEM ITPU HEOOXOIUMOCTH JIPYTUX Bpaueii-CrelnaarucTOB.

IToxazanus JJ1s IJIAHOBOM TOCITUTATN3AIINH
- IoATBEep K AeHHBIN nuarHo3 OIJI;

- nposenenue UP;

- IPOBEAEHUE KOHCOJIMIUPYIOLIETO JICYEHUS.

[Tokazanus a5 SKCTPEHHON TOCHUTATU3ALNY:
- nogo3penue Ha quaruo3 OITJL

IToxa3aHus K BBEIITHCKE nanucHTa U3 crtaluoHapa:
- JOCTMIKCHUE PEMUCCHUU B XOJA€ UHAYKIITMOHHOI'O JICHCHHA,
- IPOBCACHUC TCPAIIUKU KOHCOJIMAALIUN PEMUCCHUU.

3akiioueHue O 1eJIecooOpa3HOCTH mepeBoja OOJBHOTO B NPOMUIBHYIO MEAMIIMHCKYIO
OpraHU3aIMI0 OCYIIECTBISIETCA TIOCTe TMPEABAPUTEIPHON KOHCYJIbTAI[MU IO  MPEA0CTaBICHHBIM
MEJUIIMHCKUM JIOKYMEHTaM W/WJIW TPEeABAPUTEIHHOT0 OCMOTpa OOJIBHOTO BpadyaMU-CHEIUATHCTaAMHU
MEIUIIMHCKOM OpraHu3aIiii, B KOTOPYIO TIAaHUPYETCS IEPEBOI.

Opraau3anoOHHBIE BOMIPOCHL. YUYUTHIBas PEKOMEHIAIINN €BPOIEHCKOT0 U MHUPOBOTO COOOIIECTBa, a
Takke coOcTBeHHbIN ombIT no JiedeHntio OMIJI u OIUJI B akajgeMHUyecKuX M PETMOHAIBHBIX LEHTpax,
XOTeNOCh OBl TMOMYEepKHYTh, uTO JeueHne mnanueHtoB ¢ OJI (B wactHoctn, OIJI) momkHO
OCYIIECTBIISTHCSA JIMIIH B TEX MEIUIIMHCKUX YIPEKICHUSIX, B KOTOPBIX €CTh Bpayd BCEX CIECIHMATIBHOCTEN
(MHOTOTIPOUIIEHBIE KIMHUYECKHE OOJBHUIIBI, NMPU KOTOPHIX CYHIECTBYIOT COOCTBEHHBIE OTAEICHUS
TepeMBaHus KPOBU WIJIM JOCTYITHA KPYrJIOCYTOYHAs TpaHC(y3MOHHAs IMOMOIIb) W OXBAaT HACEICHHS Y
KOoTOpbIx cocTaBiisieT He MeHee 500 Teic. MHAYKIIMOHHAS Tepamnus JO0JKHA MPOBOJIUTHCS JUIIL B TEX
LIEHTpaX, B KOTOPBIX yncio nanueHToB ¢ OMIJI B roz1 coctaBisieT HE MEHEE 5 U B KOTOPBIX BBITIOJIHIETCS
B TOM YHCII€ M BbICOKOJO3Has XT. B COOTBETCTBMM C 3TUMH PEKOMEHIAIMSIMHU ILEHTPbI, KOTOPbHIE
npoBoaAT jedeHue 5-10 marmentoB ¢ OMJI B roa, OyayT cTankuBaThCsl He Oojiee 4eM ¢ | mamueHToM ¢
OIUl kaxnpie 2 roma. XOTs 3TO W OTPAHWYMBACT OMBIT HEOONBIMMX [EHTpoB B JsieueHun OILJ],
COBEPIIICHHO SICHO, YTO ONTHUMAJbHBIN PE3yJIbTaT 3aBHUCUT OT OBICTPOTO MPOBEICHUS AHArHOCTHYECKHUX
nponenyp, Aocryna Kk ATRA** u xommoHeHTaM KpPOBH. DTO MOJTYEPKUBACT HEOOXOJAMMOCTh CO3JaHUS
HAIIMOHAJIBHBIX  PEKOMEHJAIUWA, KIMHUYECKUX  MPOTOKOJIOB, IPOBEACHUS  KOOMEPUPOBAHHBIX
HCCIEA0BaHUMN C IEJIBIO MOBBINICHUS KIMHUYECKOH HACTOPOXKEHHOCTH M OBICTPOTHI JEHCTBUM, KOTOPHIE
HeoOXoauMbl 11t cBoeBpeMeHHoW auarHoctuku OIIJI M amexkBaTHOM CONMPOBOJIUTEIBLHOW TEparvu,
HaMpaBJICHHOW Ha CHWXEHHUE JICTAIbHOCTA B TMEPUOJ HHIYKIHUH, HE3aBUCHMO OT BEJIIMYUHBI
reMaToJIOTHYECKOro [EHTpA.

Nudopmanus no npumenenntro ATO B Poccum. Ilpemapar ATO 3apeructpupoBan B Poccum,
OJIHAKO OH OTCYTCTBYeT Ha pOCCUHCKOM ¢apMaleBTUYeCKOM pblHKe. Tem He MeHee
HE3aperuCTPUPOBAHHBIE TOPrOBbIE HAMMEHOBAHUS MOTYT MCIIOJIb30BaThCS B Je4eHUH nanueHToB ¢ OI1JI
Ha OCHOBaHMU KOHCUJIMyMa Bpauel U Ha OCHOBAaHUU MPUKa3a MUHUCTpa 3apaBooxpanenus Poccun N 494
ot 9 aprycra 2005 1. "O0 obecnieueHnn GOIBHBIX JEKAPCTBEHHBIMU CPEACTBAMHU IS WHAUBUAYAIHLHOTO
MPUMEHEHHUS MO KU3HEHHBIM Moka3zaHusiM", cT. 47 u cr. 48 denepanpHoro 3akona ot 12.04.2010 N 61-
@3 "O6 oOpamenun jexkapcTBeHHbIX cpeacTB" u IlocranoBnenus IlpaBurensctBa Poccuiickoit
@enepanu ot 29.09.2010 N 771 "lIpaBuia BBO3a JIEKapCTBEHHBIX CPEACTB I MEAULUHCKOTO
npuMeHeHusI Ha Tepputoputo Poccuiickoit @enepanuu". TakuM 00pa3oM, B KaXJAOM HHIUBUAYAIHHOM
cllydae Ha OCHOBAaHMHU KOHCHJIMyMa Bpadyei MOKHO MONY4YHUTh pa3pemnieHne Munsapasa Poccuu Ha BBO3 1
ucnoab3oBanue y nanveHToB ¢ OIIJI He3zaperucTpupoBaHHOTO TOProBOIO HAMMEHOBAaHMS Ipernapara
ATO**,
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6. JlomonnurtenbHass wuHpoOpMAanus, BJIMAIOIAA HA TedyeHHMEe M  HMCXO]
3200/1eBaHUSA

IToaroroBka 06pa3u03 AJIST MOJIERYJIIPHO-TCHETUYIECCKUX HCCIeJOBAHMM H X XpaHeHUue

FISH

Jia FISH-uccnenoBanust Heo0xoaumo ot 3 110 4 maskoB KM u ot 3 110 4 maskos I1K, mosyuenHbix
Ha MOMEHT yCTaHOBJECHHS quarxHosa. OOpasipl MOTYT OBITh OTHPABJICHBI TP KOMHATHOW TeMIIeparype.
Ma3ku, KOTOpble€ HE HCHOJb3YIOTCA HEMENJIEHHO, JMOJDKHBI XpaHuThesi npu -20 °C, MNOKpBIThIE
ATIOMHUHHUEBOM OyMaromu.

OT-Iup

s seiaenenns PHK u OT-ITLP tpedyercsa 1 mpobupka ¢ KM (2-3 mi) unu 1 npoOupka c 1K (20-
30 My, mockonbky yacto nipu OINJI peructpupyercs riay0okas JEHKOMEHHUs), coaepkaliast 1100 muTpar
Hatpusi, 00 stuneHauamunTerpaykcycuyto kuciotry (EDTA). O6paznst KM unmu TIK gomxHBL OBITH
oOpabGoTanbl B TeueHue 24 4. BplneneHHble MOHOHYKJ€apHbl€ KJIETKH B T'yaHUJMHE W30THOLIMAHATE
MoryT xpanutbes npu -20 °C. [{ns Bcex nuccnenoBanuil npeanoyrutesnes KM.

Kapuorunuposanue u FISH

s o6bryHoro kapuotunupoBanus u FISH-uccnenoBanus KM (o6bem 1-2 mi1) pomkeH ObITh
MOMEIleH B MPOOMPKY C TEmapuHOM M OTIpaBieH NpU KOMHAaTHON Temmeparype. OOpasibl,
oOpa®oTaHHbIE TpPU MOCTYIUIEHUHM B JAOOPATOPUI0 B BHUJAE OCAXKICHHBIX sA€p, (PUKCUPOBAHHBIX C
MTOMOTIIHIO0 METAHOJIa U YKCYCHOU KUCTOTHI (3:1), MoTyT XpaHuThcs mipu Temneparype -20 °C.

Kpurepun oueHKu KayecTBa MeIUIMHCKONH MOMOIIH

N Kputepun kauecta O1ieHKa BBITIOJTHEHUS

1. |V nmanmenrta ¢ mogo3penueM Ha OILJI BeimonHeH cOop anamuesa (B Tom | Jla/HeT
YHUCJIE CEMEHHOTO M MPO(GECCHOHATBHOTO) U Kajlo0

2. |Ilamenty c¢ mogmo3pernriem Ha OIIJI mposeneno  ¢usukanbHoe | [la/HEeT
oOcrnenoBaHue, BKJIIOYAIONIEE U3MEPEHHE pocTa U Macchl Tena,
TEMIIepaTypbl Tella, OLIEHKY COCTOSIHUS KOXXHBIX ITOKPOBOB, KOCTHO-
CYCTaBHOM  CHCTEMBI, BBISBJICHHE MPHU3HAKOB TIE€MOPPAruyeckoro
CHUH/IpOMa, HaJH4YWe TeraToCIICHOMEraanu, JUMQaJeHONaTuH, HATUINe
MPU3HAKOB TUCHYHKIMU CEeplla, JIETKUX, IEYSHH, OPraHOB YHIOKPHUHHOM,
HEPBHOM CHUCTEMBI

3. [Ilaumenty ¢ nmogo3penuem Ha OILI unu ¢ BepudunupoannsiM OILI no | Ja/net
Hayaja JICYCHHS M B XOJE Tepamuu BbINOJHEH obOmui anHaimm3 [IK ¢
MOJCYETOM  JICMKOUUTApHOH (OpMyibl U  OMNpeAeieHHEeM  dYHcia
PETUKYIOIMTOB U TPOMOOITUTOB

4. |Tlamumenty ¢ noxospenuem Ha OIUI win ¢ BepudpunuposanusiM OINI 1o | a/Het
Hayaja JIeYeHHs M B XOJie TepalMy BbIMOJHEH OMOXUMHUYECKUI aHaIu3
KpoBH (00muit 6enok, anbOyMUH, MOUEBUHA, KPEaTUHHUH, KaJIui, HATPU,
KaJblIM{, JIAKTaTJeruaporeHasa, menouyHas ¢ocdaraza, TpaHCAMHHA3bI
aJlaHMHOBasE M aclaparuHoBas, OWIMpyOMH oOOIIMH, CBOOOJHBIN U
CBSI3aHHBIN)

5. |Mamuenty ¢ nono3penuem Ha OILI unu ¢ BepuduuupoBanusim OILT no | [la/Her
Hayaja JIEYEHHs M B XOJ€ TEpAllMd BBINOJIHEHO HCCIEIOBAHUE
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CBEPTHIBAIOIICH  CHUCTEMBI  KPOBM  (QaKTUBUPOBAHHOE  YAaCTUYHOE
TPOMOOIUIACTHHOBOE BpEMs, NPOTPOMOMHOBOE BpEMs, TPOMOMHOBOE
BpeMst, GUOPHHOTEH)

6. |V nmaumenta ¢ nogo3penuem Ha OII nnm ¢ BepudunmpoBanusm OILI no | [la/Her
Hayvaja JIeYeHUs] M B XOJI¢ Tepanuu BHIOIHEHO Y3 opraHoB OpromrHON
IOJIOCTU  C  ONpPENENICHHWEM  pa3MEpOB  IIEYEHU, CEIIE3EHKU U
BHYTPHUOPIONMIHBIX TUM(ATHIECKUX Y3II0B, a Takke Y3 opraHoB manoro
Ta3a y KEHIIUH U [IPECTATEeNbHOM JKeIe3bl Y MY)KUUH

7. |Y manuenta ¢ nomo3perneM Ha OIJI wim ¢ Bepudunuposanabiv OILT mo | Ja/HeT
Hayaa JEYCHHS U B XOJI¢ TEPaIuU BBINOJHEHA peHTrenorpadus u/mmm KT
OpPraHOB I'PYIHOM KIIETKH

8. |V manwmenta ¢ momo3perneM Ha OIJI wim ¢ Bepudunuposanabiv OITT o | [la/meT
Haydajia JICUCHHUA U B XOIC TCPAIINX BBITIOJIHCHA KT romoBHOTO MO3Ta

9. |V manwmenta ¢ nogo3penueM Ha OILT wnm ¢ BepupunmpoanasM OITIT o | la/meT
Haydajia JICUCHHUA U B XOAC TCPpAIlMU IOJTYyUCH IH/ITOJ'IOI‘I/I‘-ICCKI/II\/’I npemnapar
KM IMYTEM IMYHKIOHWU W BBINIOJTHCHO HUTOJOTHMYCCKOC U TUTOXUMHUUYCCKOC
HCCIIeIOBaHUE ONYXOJIEBBIX KJIETOK B acriupate KM

10. |[Tanmenty ¢ OIJl BemomHeHO mHTOTeHeTHYeckoe w/wim FISH-|la/mer
nccnenoBanue u  II[[P-nccnenoBanme XMMEpPHOTO TpaHCKpUIITA B
nyHkrare KM

11. |V mammenta ¢ momo3penuem Ha OIIJl  HesamemmrensHo, o | Jla/HeT
TEHETUYECKOTO TOATBEPKJICHUS [MarHo3a, Havara COIPOBOJUTEIbHAS
Tepamnus, HampaBjeHHas Ha KOPPEKIHMIO TeMOCTasza, W crherupuyeckas
tepanusg ATRA**

12. |TTarmenty ¢ BepudunmpoBanubiM OIIJI mpoBenena cneruduueckas | [la/Het
Tepanus, BKiIodarmomas auddepermupyromee sedenue (ATRA**) nu
[IUTOTOKCHYECKYIO Tepanuio Ju60 ATO
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MUKOJIOTUHU U aHTHOMoTHYeckoit Tepanuu ®I'BY "HMUIL] remarosnorun" Munzapasa Poccun (Mocksa),
qsieH HarmoHanpHOTo reMaToI0rHuecKoro o0mecTsa.
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9. I'punaee C.B., 1.M.H., pyKOBOIUTENb Pecrny0iIrKaHCKOTO IEHTpa TPAHCIUIAHTAIIMH KOCTHOTO
mo3ra ®I'BY "Poccuiicknit HUU remaronorun u tpancdysuonorun ®MBA" (Canxrt-IlerepOypr), wieHn
HanmonansHOTO reMaToJIorHuecKoro o0mecTna.

10. Cemoukun C.B., a.M.H., mpocdeccop kadenpsl oHkonoruu u remaroiorun PI'BOY BO
"Poccuiickuii HaIMOHANBHBIN HCCIEAOBATEeNbCKUI MenuuuHckui yHuBepcuteT uM. H.M. Iluporosa"
Munsapasa Poccuu (Mocksa), uien HanmonanbHOTO reMaToJI0TH4ecKoro o0iecTna.

11. Jlanun B.A., k.Mm.H., 3aBenywomwuii otaeneHueM remarosnioruu ['BY3 S0 "Oo6Gnacthas
knuHUYeckas OonpaAIA" (Spociasis), wieH HalimoHaIsHOTO reMaToI0rH4ecKoro o0mecTna.

12. KoncrantunoBa T.C., k.m.H., [BY3 CO "O6nactHoii remaTtosioruueckuii nentp CBepIoBCKOM
oOmactHON kimHUYeckor OombHUIBI N 1" (ExarepunOypr), wien HannoHampHOTO reMaToIOTHYECKOTO
oOuiecTBa.

13. CamoiinoBa O.C., k.M.H., 3aBeaytomiasi otaeneHuem remarojorun ['bY3 Hwmkeropoackoi
obnactu "Hwmxkeropoackas obnactHas xiuHu4yeckas OonbHuna uMm. H.A. Cemamko" (HwmwxHuit
Hogsropon), wien HanmoHnaabHOTO reMaToioru4eckoro o0IiecTsa.

14. Kamopckast T.C., k.M.H., 3aBeaytomasi otneneHueM remaronoruu ['bY3 "Upkyrckas opaeHa
"3nak  [lowera" oOnactHas  kimHuyeckas  OonpHunA"  (Mpkyrck), wunen  HanuonanbHOTO
reMaToJIOTUYECKOTO O0IIeCTBa.

byiok o opranuzanuu MEAUIIMHCKON TOMOIIIH:

15. I'eBopksin Turpan I'arukoBuy, 3amecturens qupekropa HUM KOP ®I'BY "HMMUIL] onkonoruun
nMm. H.H. brioxuna", riiaBHBINA crelMaIuCcT-0OHKOJIOT MOCKOBCKOM 00J1acTH.

16. MBanoB Cepreii AnatonbeBud, n.M.H., ipod. PAH, mupexkrop MPHI] um. A.®. Ilpi6a —
¢unmuana ®I'BY "HMMUII paguonoruun" Munsnpasa Poccun.

17. HeBonbckux Anekceid AyekceeBHY, A.M.H., 3aMECTHTENIb AMPEKTOpa MO JiedeOHOW pabdoTe
MPHI] um. A.®. [{p16a — prmana @I'BY "HMMUL paguonorun" Munsapasa Poccun.

18. XainoBa JKanna BrnaguMupoBHa, K.M.H., 3aMECTUTENIb AUPEKTOpa IO OPraHU3alMOHHO-
Metoaudeckoit padore MPHI[ num. A.®. 1Ipi6a — dunmmanma ®I'bBY "HMUL] paguonorun" MuH3npaa
Poccun.

Kondmukt unTepecon: aBTOpbl HE UIMEIOT KOH(DIUKTA HHTEPECOB.

[Tpunoxenue A2
MeTtomosiorusi pa3padoTKy KJIMHUYECKUX PEeKOMeHaluii

LleneBas ayauTopusi KTMHUYECKUX PEKOMEHIALINN:
1. Bpauu-remaronoru

2. Bpauu-oHkoJioru

3. Bpaun-tepaneBTbl

4. Bpaun — akylepbl-THHEKOJIOTH

5. Bpauu — aHecTe3u0JI0ru-peaHuMaTosIOru

6. Bpaun — knuHIYeckue hapMaxKoioru

Metonosorust coopa 10Ka3aTeJbCTB

MeTO,Z[LI, HUCIIOJB30BAaHHBIC OJIA c60pa/ceneKuHH JAO0Ka3aTCJIbCTB: TIOHUCK B 3JICKTPOHHBIX 0a3ax
JaHHBIX.

Onucanue METOJ0B, UCIIOJIB30BAHHBIX IJIA c6opa/cenel<u1/n/1 JIOKa3aTeJIbCTB: JI0Ka3aTeIbHOM Oa3oi
HJIA peKOMCHI[aI_[I/Iﬁ SABIIAKOTCA HY6J'II/IK8.I_II/II/I, BOIICOIINE B KOXpeI‘;IHOBCKyIO 61/I6JII/IOTCI(y, 0a3bl JaHHBIX
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EMBASE u MEDLINE. I'nyOuna noucka coctasuia 10 ser.

Taboauna A2.1. lllkana ouenkn ypoBHel 10cToBepHOCTH AoKa3aTeabeTB (Y1) s meronos
AMATHOCTUKM (IUATHOCTHYECKHX BMEIIATEIbCTB)

Y PactmmdpoBka

1 Cucrematudeckue 0030pbl  HCCICIOBAHUN C KOHTPOJEM pPEePEPEeHCHBIM METOJOM WA
cucTeMaTHYecKuii 0030p pangoMusnpoBaHHbix KU ¢ mpuMmeneHnem MeTaananmusa

2 OTnenbHBIE WCCICNOBAaHUA C KOHTPOJIEM pedepeHCHBIM METOJAOM WM  OTACIbHBIE
parnomm3upoBanaeie KM U cucremarnyeckne 0030pbI MCCIIENOBaHUH JIO0OTO aW3aiiHa, 3a
UCKJIIOYeHHeM paHaoMusupoBanHbix KU, ¢ mpuMeHeHnemM MeTaaHanmsa

3 HccnenoBanus 6e3 nocienoBaTeIbHOTO KOHTPOJIS pehepeHCHBIM METO/I0M WM MCCIEA0BAHUS
C pedepeHCHbIM METOJIOM, HE SBJISIOLIMMCS HE3aBHCHMBIM OT HCCIIEyEeMOrOo METOoJa, WU
HEpaH/IOMU3UPOBAHHbIE CPAaBHUTEJIbHBIE MCCIEIOBAaHUS, B TOM 4YHCIE€ KOTOPTHBIE
HCCIIEeI0OBAaHUS

4 HecpaBHuTenbHbIe HCCIeI0OBAHUS, OTUCAHUE KIMHUYECKOTO CIydast

5 Nmeercs nuis 000CHOBaHNE MEXaHU3MA JEHCTBUS UJIM MHEHHE SKCIIEPTOB

Tadoauna A2.2. lllkajna oueHKH ypoBHel H0cTOBepHOCTH H0Ka3aTeabCeTB (Y /) nis meronos
NpopUIAKTUKH, JIedeHHsI U peaduauTauuu (MpoPuIaAKTHYECKHX, JeYeOHbIX, PeaduIUTAIMOHHBIX

BMeNIATEJbCTB)
Y1 Pacmdposka

1 Cucrematnaeckuii 0030p pangomusupoBaHHbix KU ¢ mpuMeHeHneM MeTaaHaim3a

2 OtnenbHble pangomu3upoBaHHbie KW u cuctematnyeckne 0030pbl MCCIEAOBAHHM J1H00O0OTO
JM3aiiHa, 3a UCKIII0YeHneM pa"naoMu3npoBaHHbix KU, ¢ mpuMeHeHneM MeTaaHalin3a

3 HepannomusupoBanHble  CpaBHUTENbHBIE HUCCIEAOBAHMS, B TOM 4YHCIE€ KOTOPTHBIE
HCCIIeI0OBaHUS

4 HecpaBHutenbHble HccaeIOBaHUS, ONMCAHUE KIMHMYECKOTO Cilydass WJIM CEpUU CIIydaes,
HcclieloBaHus ""ciy4ai-KOHTPOJIb"

5 Nmeercs numpb 000CHOBaHME MeXaHM3Ma JICHCTBUS BMEIIATENbCTBA (JIOKIMHUYECKHE
WCCIIeIOBAHUS) UM MHEHUE SKCIIEPTOB

Tadoauma A2.3. lllkana oueHku ypoBHeil yoeauteabHocTH pekoMenaanuii (YYP) nis meronos
NpoPUIAKTHKH, THATHOCTHKH, JIedeHHsl U peaduanTanun (MpopuIakTHIecCKux, TMarHoCTHYECKHUX,
Jle4eOHbIX, peadMJINTANNOHHBIX BMEIIATEIbCTB)

yvyp

Pacmmmdposka

A

CunpHas pexkoMeHAanus (Bce paccMarpuBaeMble KpuUTepud dPPEeKTUBHOCTH (HCXOJIbI)
SBISIIOTCSI B&XHBIMH, BCE UCCIEIOBAHMUS HMEIOT BBICOKOE WM YAOBIETBOPUTEIBHOE
METO/IOJIOTMYECKOE KayeCTBO, HX BBIBOJBI TI0 HMHTEPECYIOUIUM HCXOJaM  SBISIOTCA
COTJIAaCOBAHHBIMH)

YcnoBHas pexomeHpaanus (He BCe paccMaTpuBaeMble KpuTepuu >(PPEeKTUBHOCTU (MCXOJbI)
SIBJIIFOTCSI Ba)KHBIMU, HE BCE HCCIENOBAaHUS HMEIOT BBICOKOE WIIHM YIOBJIETBOPHUTEIHHOE
METO/IOJIOTMYECKOE KAYeCTBO W/WJIM HUX BBIBOJBI MO HHTEPECYIOIIUM HCXOJaM HE SIBISIOTCA
COTJIAaCOBAHHBIMH)
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C Cnabass pekoMmeHmaus (OTCYTCTBHE JOKa3aTeNbCTB  HAJUICKANIEr0 KadecTBa  (Bce
paccmarpuBaeMble  KpuUTepuu d(PPEKTHBHOCTH (MCXOIbI) SBISIOTCS HEBAXHBIMHU, BCE
HCCIICIOBAHUSI IMEIOT HU3KOE METOJ0JIOTMYeCKOe KQa4eCTBO M MX BBIBOJIBI TI0 WHTEPECYIOIUM
HUcxoaamM HE SABIIAKOTCA COI‘JIaCOBaHHbIMI/I)

Ornucanue MeTo1a BaauaU3alluid PEKOMEH Al

- Hacrosimue pekoMeHganuu B MpeIBapUTEIbHON BEpCUHM ObLIN PELEH3WPOBAHBI HE3aBUCUMbBIMU
JKCIIEpTaMHU, KOTOPBIX MONPOCWIM NPOKOMMEHTHUPOBATh IPEkKIE BCErO TO, HACKOJIBKO WHTEpIIpETalus
JI0Ka3aTeJIbCTB, JIEKAIIUX B OCHOBE PEKOMEHIAINM, JOCTYITHA JUIsl IOHUMaHUS.

- IlosrydeHbl KOMMEHTAapUM CO CTOPOHBI Bpadel IEPBUYHOTO 3BEHA M yYAaCTKOBBIX TEPAIEBTOB B
OTHOILIEHHUH JTOXOTYMBOCTH H3JIO)KEHUS PEKOMEHJAIMH M UX OLIEHKAa Ba)XHOCTH PEKOMEHJALMKA Kak
paboyero MHCTpYMEHTA MMOBCETHEBHOM MPAKTUKU.

- [IpenBaputenbHas Bepcusi Oblila TaK)KE HallpaBlieHA PELEH3EHTY, HE UMEIOIEMY MEAUIIMHCKOTO
o0Opa3oBaHus, JUIs TOJIy4€HNS KOMMEHTapHUEB C TOUKU 3pEHUS EPCIEKTUB MAlUEHTOB.

- KommeHTapuy, moiydyeHHblE OT IKCHEPTOB, TIIATEIBHO CHUCTEMAaTU3MPOBAIUCH U OOCYXKIAIUCh
npejceaareneM U wieHaMu paboueit rpymnmbl. Kaxaplii myHKT oOcykaancs, 1 BHOCHUMBIE B pe3ysbTaTe
9TOTO M3MEHEHUS B PEKOMEHIAIMU PETUCTPUPOBAIMCH. EciM ke W3MEHEHUsT HE BHOCWINCH, TO
PEruCTPUPOBATIUCH TPUYMHBI OTKA3a OT BHECEHUS N3MEHEHUN.

KOHCy.]'II)TaI_[I/ISI H OKCIICPTHAA OLCHKA:

- [IpenBaputenpHas Bepcusi Oblila BBICTaBIIEHA Ul IIKUPOKOro oocyxaenus Ha caiite HI'O ¢ nenbro
HIMPOKOT0 OOCYKJEHHS U COBEPLIECHCTBOBAHMSI PEKOMEH AL,

- Ilpoekr pexkomMeHmanuii ObUT PELIEH3UPOBAH TaKXKE HE3AaBUCHUMBIMU HKCIEPTAMHU, KOTOPBIX
HNONPOCWIM TPOKOMMEHTHPOBATh IpPEXAE BCEro JOXOAYMBOCTD M TOYHOCTh MHTEpPIpETALMH
JIOKa3aTeIbHOM 0a3bl, JIeXkKAIel B OCHOBE PEeKOMEH 1A,

IMopsinok 00HOBJIEHUS] KIMHUYECKUX PeKOMEH alM i

MexaHu3M OOHOBJICHHS KIMHUYECKMX PEKOMEHIAMHA MPeIyCMaTPUBACT HMX CHCTEMATHYCCKYHO
aKTyaJIM3allii0 — He peke YyeM | pa3 B 3 roja WU IPH TMOSBICHUM HOBOM WH(GOPMAIUU O TAKTHKE
BEJICHUS IMAlIMEHTOB C JIAHHBIM 3a0oJieBaHueM. PerieHre 00 0OHOBIIEHUH NTpUHUMaeT Mun3apas Poccuun
Ha OCHOBE MPEJIOKEHUHN, MPEICTABICHHBIX MEIUIIMHCKUMU HEKOMMEPYECKUMHU TPO(ECCHOHATLHBIMH
opraam3anusamMu. CHopMHUPOBAaHHBIC NPEUIOKCHHUS JIOJDKHBI YUUTBIBATh PE3YJIbTaThl KOMIUICKCHOM
OIICHKU JICKAPCTBEHHBIX IPENapaToB, MEIMIIMHCKUX H3JCIHNA, a TaKKe pe3ylbTaThl KIMHUYECKOMH
anpoOaruu.

[Tpunoxenne A3

CBsizaHHbBIE AOKYMEHTBI

ITpunoxenne A3.1
IIpoToKo.IbI JIeYeHHs1 OCTPOro NMPOMHUEJIONMTAPHOI0 CHHAPOMA

Cxema seuennst OIL no nporpamme AIDA/mAIDA [4, 37, 56]
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Mpynnu! pucka: Konconmnaum peMuccum
Huaxoro = WBC < 10*10,

Buicokoro = WBC > 1071071

Kypc 1 Kypc 2 Kypc 3
MHAayKuus pemuccum
4
» inapy6uuvk 12 mr/m? | [ ¥ \ / g
on;?%agﬂo B/B oot A g-re- oM g for e R R L e B %
,4,6,8 oHu prcsa
* ATRA <' &
45 Mr/mM? B oeHb + \/ e v \
3a ABa npuema Mpyees MuTo 10 riw'in x 3
BLICOKOMO Maa Suriulin x4 APA-L 200 urhalig x 7 Waa 12 urhig x 1
1-30 AHM v ATRA 4Surwii x 15| | 24~sacosanmdynn ATRA 45 uriw'ig x 15
ATRA 45 wriwlig x 15
L 0 0 ® °

» @ Miombanbhble NYHKUMW BLINONHAKT TONbKO GONbHBIM W3 TPYNNb BHICOKOTO PHCKA, ONTUMAanbHO — nocne
BOCCTAHOBNEHUA NOKalaTene# KoarynorpamMmst U nepudepuueckon kposu (NS)

. *W NOCNE MHAYKUMOHHOID Kypca BuNoNHAXT Ha 35-40 gews nepepuisa, Aanee — Nepen KakabiM
KYPCOM KOHCONMOALMM, MOHWTOPMHI XuMepHoro Tpawckpunta PMLU/RARa npoBOQAT NO KOCTHOMY MO3FY NOCNE Kawaoro
KYpea MHAYKUHWKOHCONWAAUMI, 3aTem 1 pas B TP MecRUa

+ [Noagepxmeawowan repanun: MP S0 mrim? exegxesso + ATRA 45 mrim?/n x15 oauH pas 8 Tp MecAua, B TedeHne
ABYX NET OT MOMEHTA OKOHYAHHA KOHCONUAAUMM

Nuayknus:
- ATRA** 45 Mr/m?, esxetHeBHO, Toclie efibl (B 2 IpHeMa) B TeueHne MUHIMYM 30 JTHeid.

- #Unapyourme** 12 mr/mM®> 1 pas B neHb, Bo 2, 4, 6, 8-if aaM oT Hawyama mpuemMa ATRA**,
KOpOTKast UHPYy3usl.

Koncomumanus (1-i kypc)
- #Mnapy6uuma** 5 Mr/m2 1 pas B aeHb KOpoTKas HHGY3us, 1-4-# neHb.

Koncommmanus (2-i kypce) (AIDA)
- #Mutokcantpon** 10 mr/m? 1 pa3s B seHb KopoTKas uHby3us, 1-5-if 1eHb.
- #ATRA** 45 Mr/mM? exeIHEeBHO, TI0CIIe bl (B 2 mpuema), 1-15-i1 nens.

Koncompanus (2 kype) (mAIDA)

- MurokcanTpor** 10 mr/m? 1 pas B aeHb KOpoTKas uHy3us, 1-3-i 1eHb.
- Llurapabun** 200 Mr/m? kpyriocyrounas uHys3us, 1-7-i neHs.

- #ATRA** 45 Mr/M? exeJHEBHO, TIOCTIE e/bl (B 2 npuema), 1-15-i neHsb.

Koncoanaanus (3-i Kypc)
- #Wnapyouuun** 12 mr/m? 1 pas B aeHb KOpoTKas MHY3Hs, | JIeHb.
- #ATRA** 45 Mr/mM? exeIHEeBHO, TI0CIIe bl (B 2 mpuema), 1-15-i1 neHs.

IHopnep:xnBaromas repanus

- Mepkanronypun** 50 mr/m? 1 pa3 B JieHb, HOCTOSIHHO B TedeHHE 2 JIeT OT MOMEHTA 3aBepIleHus
KOHCOJUJAINH.

- #Merotpekcar** 15 mr/m? 1 pa3s B Hejemo B/B B TeueHHe 2 JIET OT MOMEHTA 3aBEpIIEHHUS
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KOHCOJIMIAINH.
- #ATRA** 45 Mr/M? eXeIHEeBHO, MOCIe e/l (B 2 mpuema), 1-15-i genn kaxaoro 3-ro mecsua B
TEYCHHE 2 JIET OT MOMEHTA 3aBEPIICHHS KOHCOJUIAIINH.

Cxema jeuenus OILJI nmo nporpamme 7 + 3

[Iporpamma [Ipenapatsl
WHTYKIIAA/KOHCOJH]T
anuu

7 + 3 (1) + ATRA** | Llurapabua** 100 mr/m? B/B 2 pa3a B CyTku B 1-7-if neHb

- laynopy6unua** 60 mr/m? /B 1 pas B 1eHb B 1-3-if 1eHb
WA

- muTOKcaHTpoH** 10 Mr/M? B/B 1 pa3 B neHb B 1-3-if 1eHb
WA

- upapyourmE** 12 Mr/mM% B/B 1 pas B 1erb B 1-3-i 1eHb

ATRA** 45 Mr/m? exxeJHEBHO, TIOCTeE e/bl (B 2 Ipuema), 10 AocTikerns [1P

7 + 3 (2) + ATRA** | [lurapabua** 200 Mr/M? B/B KpYrI0CyTO4HO, B 1-7-if 1eHb

- laynopy6unua** 60 mr/m? B/ 1 pa3 B 1eHb B 3-5-if 1eHb
WA

- muTOKcaHTpoH** 10 Mr/M? B/B 1 pa3 B 1eHb B 3-5-if 1eHb
WA

- uaapyouma** 12 mr/mM? B/B 1 pa3 B JieHb B 3-5-i1 n1eHb

ATRA** 45 mr/m? exe/JHEBHO, TTOCIIE /bl (B 2 mpuema), 1o goctwkenus [1P

Cxema seuennsi OILI mo nporpamme ATO + ATRA** [57]

| NHaykumua l | KoHconmpgauun

Hepenwn 1-4 9-12 17 - 20 25 -28

. N 2 (e (]

I |
0

ATRA [

| . .. .

Hepenn 1-2 5-6 9-10 13-14 17-18 21-22 25-26
ATO 0,15 mr/kr/paensb IV 2 yaca + ATRA 45 mr/m(2)/aeHs PO
exxegHeBHO g0 CR makcumym 60 gHen,

3arem
ATO 0,15 mr/kr/pens IV 2 yaca 5 gHeu B Hegeno 4-HegenbHble KypcCbl
Cc 4-HegenbHbIMM NepepbiBamu 4 Kypca

+ ATRA 45 mr/m(2)/pnenb PO 2-HegenbHble KypCbl ApantuposaHo us Lo-Coco F.

N Engl J Med. 2013 Jul

Cc 2-HegenbHbIMM NepepbiBamm 7 Kypcos 11:369(2):111.21
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Jlo3upoBKa, crocod NpuMeHeHUusl, HexKkeJiaTeJbHbIe siBjieHnss ATRA** [4]

Jlo3a ATRA** cocTapnser 45 Mr/M? B IeHb BHYTpb, 103d MOKET Pa3JIeIAThcsa HA 2 TIPHEMA — YTPOM
U BEUYEPOM TIOCIIE €1bl (JKEJIATeNIbHO C OINpEeNICHHBIM COJIepKaHueM XUpoB). [Ipemapar npuHUMaeTcs
exeHeBHO 110 noctwkeHus [1P (munumym 30 nHelt, HO He Oosiee 90 nHeit).

Ha ¢one tepanun ATRA** B03MOKHO pa3BHTHE CIERYIOMUX TOOOYHBIX 3P PEKTOB:

1. ronoBHas 001b, COHJIMBOCTb, MOTYT OIPEIENATHCS MEHHMHI€AIbHbIE 3HAKU (PUTHIHOCTH
3aThUIOYHBIX MBI, cUHIpoM KepHura), Hucrarw;

2. TOLIHOTA, pBOTA (pPa3BUTHE [TAHKPEATUTA);

3. Temmepatypa, KOTopasi MOXeT ObITh Kak cyOheOpmibHOo#, Tak u nogauMathest 10 40 °C. Ilpu
otmMeHe ATRA** TemmnepaTypa HOpManu3yeTcs B cpefHeM udepes 24 4. B HekoTOphIX ciydasx, Korja
€CTb TPYAHOCTH B Au(depeHInalIbHON JUarHOCTUKE HMPUPOJAbI JIMXOPAIKU — HUH(PEKIUOHHAs WJIM Ha
(doHe npuema peTuHOU10B, BO3MOXkHA oTMeHa ATRA** na 1-2 nus. @eOpunbHas auxopajka Jamie BCero
conpoBoxaaercsa cumnromarukoit ATRA-cunipoma;

4. KOXHBIN 3y/l, CYXOCTb KOKHU U CIIU3UCTBHIX;

5. 00JIM B KOCTSX;

6. OoTEKH;

7. cnienuguyeckrue MHPUIBTPATHI (KaK JIEHKEMHU/IbI) B KOKE, Ha TJIa3HOM JIHE;
8. mosiBJIeHHE IIUTO3a B CIIMHHOMO3TOBOM KHUAKOCTH (MIPU UCXOJAHOM €€ HOPMaJIbHOM COCTaBe);
9. MoBhILIIEHUE YPOBHS TPAHCAMUHA3.

[To6ounble 3(dexTrl, pa3BuBlIIMecs Ha (OHE NMPUMEHEHMs] TPETMHOMHA®**, MOryT morpedoBaTh
M3MEHEeHUs Tepanuu. Hampumep, mpu TSXKENbIX TOJOBHBIX O0JAX, OOJSAX B KOCTAX, KOTOpbIE HE
KYIUPYIOTCS aHaJbI'€TUKAMH, MOXXHO BBOJUTH HEOOJBIINE 03Bl JeKcameTazoHa** (2-4 wr), HO
JUINTEIbHOCTh €r0 Ha3Ha4YeHHs JOJDKHA ObITh KOPOTKOM (MakCMMajbHO 7 JAHEW), MpH COXpaHEHUU
TOJIOBHBIX 00JIeH MOXKXHO YMEHBITUTD U 103y ATRA** no 25 Mr/M2.

[Ipu coxpaHsIOMMXCS TOJIOBHBIX O00JsAX (TOCTEe MCKIIOYEHHS MX aHEMHUYECKON MPHUPOJAbI WIH B
cBm3u ¢ BBenmeHueM ATRA**) menecooOGpasno BeimonHuTh: 1) KT-uccnemoBanwe wiam MarHUTHO-
PE30HAHCHYI0 TOMOTpadui0 TOJOBBI (C IENbI0 BBISIBICHUS KPOBOUBIUSHUSA); 2) CIHUHHOMO3TOBYIO
ITYHKIIUIO TTOCJIe aIeKBATHOM TpaHCy3HOJIOTHYECKOM MOATOTOBKH (IIepeuBaHne TPOMOOKOHIIEHTpATa) C
LEeNbI0 HUCKIIOYEHMs] HeiposieikeMuu, WH(EKIMOHHOTO Tmpoliecca (BUPYCHBIM MEHHHTO3HIE(daInT,
KPUIITOKOKKO3 U JIp.).

CyXOCThb KOXXM U CIHM3UCTBIX JIeYaT CHUMIITOMATUYECKUMHU CpPEICTBAMH (YBIIQXHSIOUIUN KpeM,
MIOJIOCKAHU ), KOKHBIN 3y/1 — MpenapaTtaMu Ui JieueHus 3yAa (BKI04as aHTUTMCTAMHUHHBIE MPenaparsl U
AQHECTETUKH), TMPHU THKEIbIX TMPOSBICHUAX KOXHOrO 3yna — Hebompmmmu gozamu  (10-15 wr
MPeIHU30JI0Ha™*) IITIOKOKOPTUKOUIOB (OUEHB PeaKasi CUTYyaIus).

[loBbIllIeHHE aKTUBHOCTM TpaHCAMHMHA3, W3MEHEHHsS B aHalu3ax MOYM (32 HCKIIOYCHHEM
3HAYUTENIBHON TPOTEUHYpUu — > 1 1/1) He TpeOyrT, KpoMe MOCTOSHHOIO KOHTPOJS, KaKoro-iubo
TEparneBTHUYECKOr0 BO3JCHCTBUS. BHOBb BO3HUKIIAS 3HAUMTENbHAS TMPOTEUHYPUS MOXKET OBITh
nposiBiienueM J{C wnu oueHb peakum mnododynsiM 3ddexrom. JIC KynmupyroT AekcameTrazoHOM™*, eciu
€CTh M30JIUPOBAHHAS IPOTEUHYPUS — MOKHO YMEHBIIHUTE 103y ATRA** 1o 25 mr/m>2,

Crnenyer OTMETUTB, YTO TUIEPKOATYISIIUOHHBIN CUHApPOM, pa3BuBaromuiics mnpu OILJL, moxer
CIY’)KUTb OCHOBOW Uil Pa3BUTUsl JIETOYHOTO Aaclepruiijie3a, OCOOCHHO B YCIOBHUSX JUTMTEIHLHOTO
MPUMEHEHHSI 10 TOBOAY (eOpUIbHON JTUXOPAIKU IIUPOKOTO CIEKTpa aHTUOAKTEPUANBbHBIX CPEJICTB U
Ha3Ha4YeHMs JekcaMmeTazoHa™* mpu nomo3pennu Ha J[C.

®ebOpuiibHasg TUXOopaaka 0e3 BBISIBICHHOTO o4ara WH(MEKIHH (BBIOTHSAETCS TIIATEIbHBIA MOMCK
MH(DEKIIMOHHOTO oYara — KaTeTep, NaparnpoKTUT, HHOUIBTPAT MOJIOBBIX I'y0, TAMOPUT; OCYIIECTBISIETCS
HeoHOKpaTHbI peHtreHonorudecknii (KT) KOHTponb Jero4Hoil TKaHU, MOCEBBI KPOBU U3 BEHBI U
KareTepa, KOHTPOJb YPOBHS TrajakKTOMaHHaHAa B KPOBU U T.[.) MPU OTCYTCTBUHM JPYTrUX MOOOUHBIX
SIBIICHUN MO>KET OBITh MEePBbIM Mpu3HakoM pazsutus [[C.
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Taxke HepeaKo HpHU MEpeINBAHUU 3HAYUTEIBHBIX 00BEMOB JKUAKOCTH Yy MAIlEHTOB Pa3BHBAETCS
neperpyska 1mo MajoMy Kpyry KpoBooOpamieHus (OTeK JIETKHX), YTO MOKET UIMUTUPOBaTh KapTuny /IC,
MO3TOMY HEOOXOJIUM JKECTKUH KOHTPOJb AWYpEe3a, CTUMYJIMPOBAHUE JHype3a, BBEJCHHE B/B HUTPATOB,
KanuiicOeperaromx TMypeTuKoB, KapIHOTOHUKOB.

B cBs3u ¢ tem, uro pa3BepHyThiil JC sBisieTcs KU3HEYIPOKAOIINM COCTOSHUEM, IPU MaJEHIINX
npusHakax /[C (1) dbebpunbHas nuxopaaka 0e3 Npu3HaKoB UH(EKINH, 2) bIXaTelbHasi HEOCTATOYHOCTh
+\- kpoBoxapkanbe, 3) mpubaBka B macce Tena (OTeKd +5 Kr), 4) pEeHTICHOJOrHYecKas KapTHHA C
MHOWIBTpAaTaMH, TIOX0XKas Ha JETOYHBIN JUCTPECC-CHHIPOM, 5) TUICBPAJIbHBIN WIH TEpUKapIHaIbHBIN
BBINIOT, 6) TUNOTEH3Us, 7) OCTpass MOYeuHas HEAOCTAaTOYHOCTh) — HEMEAJICHHO Ha3HayaeTcs
nexcametazon** 10 mr/m? 2 pasa B JeHb 10 KymupoBanus mpusHakoB JC M ¢ JOCTaTO4HO OBICTpPOIf
OTMEHOM BnociencTBUU (00mIass MpOJOKUTENbHOCTh BBEIEHUS JIeKcaMeTa3oHa** — onTUMasbHO 7
JTHEH, BCIIEJICTBHE BBICOKOTO PUCKA Pa3BUTHUS MH(EKIMOHHBIX OCJIOXHEHHH, OCOOEHHO I'pPHUOKOBBIX).
Takoli TOAXOJ HACTOATETBHO PEKOMEHIYeTCs, HEeCMOTpss Ha TOT ¢akT, YTO HH OJUH U3
BBIIICYIOMSIHYTBIX IMPU3HAKOB M CUMITOMOB HE SIBJSIETCSI MATOTHOMOHUYHBIM, U OHU CaMU 1O cebe
MOTYT OBITh CBSI3aHBI C CONYTCTBYIOIIMMH COMAaTHYECKHMMH IMpoOIeMaMM, TaKUMU Kak OaKkTephemus,
cericuc, TpuOKOBble MH(EKIMN WM 3acTOMHas cepAeyHas HeAocTaToyHocTh. llpu  Hamuuum
MH(EKIMOHHOTO Mpoliecca, 3aCTOMHOMN cep/iedHol HepocTaTouyHOCTH AuarHo3 JIC He ycTaHaBIMBAIOT, HO
Ja)ke B OTHUX CHUTyalMAX Ha3HaueHUe JeKkcamera3oHa™® ompaBgaHo. YacroTa Ha3zHauYeHUS
JeKcaMeTa3oHa** BO BCeX MCCIIEIOBAaHUSIX HUKOTIa HE COBIMaiaeT ¢ yactotoi passutus [[C.

Pa3Butus cunapoma nudGepeHInpOBKY OIMyXO0JIEBBIX KIETOK MOXHO OKHUJATh Kak B MEpBbIE THU
nmpuemMa ATRA**, Tak m mocne 3aBepiieHUsi BBEJACHHUS MPOTHBOOMYXOJIEBBIX MpenaparoB Ha (one
npojoskatomerocs npuema ATRA**) na BbIxoZe U3 arpaHynouuTos3a, Jake NpU HHU3KUX Ludpax
neiikormuToB (Hanpumep, < 2 x 10%m). Yacrora aumarHoctuku JIC 3aBHCHT OT IPOTPAMMBI JI€UCHHS H
KPUTEpPHUEB TMAarHOCTUKH, Bapbupys oT 2 10 50%, Ha nporpamme AIDA cocrasisis 25%.

Brigensitor [IC: cpenneit tsxect — 2/3 cumntoma (B cpeaHeM y 50% manueHToB) U TSKeNbId — 4 u
6onee cumnrtomoB (B cpenHeM y 50%). Taxke ormeuaror pannuit JIC (mo 7 nuelt, npumepno y 54%) u
no3nuuid (8-14-i1 menp — 5%, 15-30-i1 menp — 36%, 31-46-i1 neHb = 5%), KOTOpbIE OTIIMYAIOTCS IO
MPOLIEHTY JIETATBHOCTU: 36 1 9% COOTBETCTBEHHO.

IIpu Ttsxkenom JIC (MCKyccTBEHHas BEHTWISIMS JIETKUX, OCTpas IMOYeYHas HEIOCTaTOYHOCTD)
ATRA** nomkHa OTMEHATHCS, €€ TpUEeM BO30OHOBIAETCS IIOCJIE€ KYIMUPOBAHUS JIBIXaTEIbHOM,
MEYEHOYHO! U MOYEUHOI HeJOCTATOYHOCTH (MOKHO B MOJIOBUHHOM /103€).

Bpemennoe npekpamienue tepanmuu ATRA** mokazano nuimip B ciydae pa3BUTHUS CEPHE3HBIX
nposiBiieHuit  cuHapoma guddepenuuposkn OIUJI  (ecnim y manueHTa pa3BUBaeTcs IOYeyHas
HEJOCTAaTOYHOCTh WM TpeOYIoUuil mepeBoja B OTAEICHHE WHTECHCHUBHOW TEpanuu pPecrupaTopHbI
nuctpecc-cuHapoM). Bo Beex npyrux cinydasix tepanus ATRA** nomkHa ObITh IPOJOIIKEHA.

Ecnu Ha gone HazHaueHus aekcamerasoHa™* u nmpomoimkenHoro npuema ATRA** peructpupyercs
nporpeccuss JIC unmu otcyrctBue addexta Ha BBeAeHUe nekcamerazoHa**, To ATRA** cnemyer
OTMEHUTH. Ecnu mocie 3Toro oTBeT Ha BBEJIEHHE JeKcaMeTa3oHa** MoiydeH, clieyeT MpPOJOJDKUTH
TEparuio 10 MOJIHOTO NCYE3HOBEHUSI CHMIITOMOB, a 3aTeM BO300HOBUTh ATRA**.
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[Tpunoxenune B
Nudopmanus 1uisi HAalIUEHTOB

W3meHenuss B 2 XpoMOocOMax HPUBOAAT K 3a00JI€BAHUIO, KOTOpPOE HAa3bIBAETCS OCTPBIN
npomuenouutapuslid neiko3 (OILI). Iloutn Bo Bcex cmydasx OINJI mpoucxoauT TpaHciIokauus, T.e.
IIEPEMEIIEHUE YacTH OJHOM XPOMOCOMBI Ha Jpyryr. ITo Xpomocomsl 15 u 17. B atom cimyuae
oOpa3yeTrcs MojoMKa B XpoMocoMe 15, koTopasi oOpa3yeT pa3pblB B 00JaCTH pacloyIOKEHHOTO Ha He
rera PML (ren mpomwuenonurapHoOi JeWKeMHH), U MOJOMKa B XpoMocome 17, B pe3ynbTare KOTOpOit
oOpasyercs pa3pbIB B oOnacti reHa RARA (anbda-ren penenropa peTuHoeBOi KUCIoTh). B pesynbraTe
NepeMeIleHUs] 4acTel XpoMocoM 00pa3yeTcsl CIIUSHUE ATUX T€HOB M (QOPMHUpPYETCs TaK Ha3bIBaeMbIH
cnuBHOM reH PML. DTOT aHOManbHbIM reH KOAUPYET 00pa30BaHUE NMPOTEUHA, KOTOPBIM OCTaHABIMBAET
CO3pEBAaHME IIPEALIECTBEHHUKOB 3PEIIBIX MUEIOMJIHBIX KJIETOK KPOBM M KOCTHOIO MO3ra Ha
MIPOMEKYTOUHOM CTaIuu MPOMHUENIOIHTA. DTa TpaHCIOKaIHs umeet obo3HaueHue t (15; 17).
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Wnentudukanus xapakTepHOH TpaHCIOKanuMu Kak myckoBoro mexanmsma OIUI u pasButme Tak
Ha3bIBAaEMOIl 1I€JICHAIIPABICHHON (TapreTHOM) Tepanuu IPUBEIM K TOMY, YTO IPAKTHYECKH Yy BCEX
MAIEHTOB, KOTOPHIM HadaJbHOE JICUCHHE MOXET OBbITh PEaJM30BaHO B TOJHOM OOBEME, BO3MOYKHO
JNOCTH)KCHHE TAaK HA3bIBAEMOW IIOJIHOW PEMHUCCUU, T.€. MCYE3HOBEHHUS BCEX CHUMIITOMOB JIEHKEMHHU H
BOCCTAHOBJICHUSI HOPMAJIBHOTO  KpPOBETBOPEHMs. B  pesynbrare LeneHAnpaBiICHHOM  Tepanuu
JefikeMu4yeckrue OJIacTHhIE KJIETKM MOTYT CO3peTh M B JajbHEHIlIeM MCTOIIMTh CBOM HOTEHIHUA
HEKOHTPOJIMPYEMOI'O pocTa U NOTHOHYTh. TemM He MeHee Ha 3TOW CTaguM BCE €IIE CYLIECTBYET
OCTaTOYHAas IMOMYJIALUs JIEHKEMUYECKUX KIIETOK, MO3TOMY, €CIM OCTAHOBMTH JICYEHUE HA ITOM JTalle,
3a00JIeBaHME PaHO WM TO3AHO OOS3aTEIbHO PEIHUIUBUPYET, YTO CHEJNAeT W3JICYCHUE IMOYTH
HEBO3MOXKHBIM. Crnenyromue BakHble KOMIOHEHTHI JeueHns OITJl nomkHbI OBITH Takke 00s3aTENbHO
peann30BaHbl: KOHCOJHUIMPYIOIIEE U MOIepKUBarolLee edeHne. [locienoBaTenbHOe BBITOJIHEHUE BCEX
KOMIIOHEHTOB JICUEHHUsl MpPHUBEJIO K TOMY, 4TO cerogHs 9 u3 10 manueHToB MMEIOT pealbHYIo
BO3MOJKHOCTh JIOCTUYh BEPOATHOCTU MPOXKHUTH 0e3 Mpu3HaKoB Oosie3Hu Oosiee 5-7 met. JlocTkeHus B
pa3BUTUHU OMOJIOTMYECKHX TEXHOJIOTMM NMPUBEIM K TOMY, YTO TENEphb LENIbI0 JETEKIUU OCTATOYHOU
MONYJSILMM  JICMKEMUYECKUX  KJIETOK  SIBJISIETCS  paclio3HaBaHWE |  IMaTOJIOTMYECKOM  KJIETKH
npubau3uTenbHo Ha 10-100 ThIC. HOPMAJIBHBIX — 3TO CTal0 BO3MOXKHBIM C IMOMOUIBIO TEXHOJIOTMH
MOJIMMEPA3HO-IIEMHON peaknny. B Hacrosiee Bpems Tak HasplBaeMmas MoJieKyisipHas pemuccus OILT
sBIIeTCS Lenbio JedyeHusa nauuentoB ¢ OIJI. Hapsay ¢ nocTukeHneM MOJIEKYISpHOM pemuccuu (Miu
MOJIEKYJIIpHOTO "OTBeTa") BaXKHBIM KOMIIOHEHTOM HAOMIO/EHUs 3a OOJIbHBIM SIBIICTCS TaKkKe
peryiasipHOE HMCCIEJOBAaHUE KOCTHOTO MO3ra METOJOM IOJIMMEPA3HO-IEMHOW PEaKIMH B IMOCIEIYOLINe
ATambl — MOJICKYJISPHBII MOHUTOPHUHT MUHUMAIBHOW OCTaTOYHOH (pe3uayanbHOI) 00Ie3HN.

B apcenane coBpeMeHHOI MEIUIMHBI €CTh Bce mpenapatsl 11 d¢dextuBHoro gedenus OIJI.

HeoTbeMiieMbIM KOMIIOHEHTOM JIEYEHHUS IIalMEHTOB C BIEpBble IuarHoctupoBaHHbIM OIIJI
ABIIICTCS. TAaK)XKE COINpPOBOJIUTENbHAs TPaHC(QY3MOHHAs Tepamnuss KOMIIOHEHTaMH JIOHOPCKOM KpOBH,
IPEXAe BCEro CBEXKE3aMOPOKEHHOW IUIa3MOM M KOHLIEHTPAaTOM TPOMOOLMUTOB. OTH KOMIIOHEHTHI
HEOOXOMMBI TIPEK/IE BCETO B JICYCHUH TaK Ha3biBaeMoil koarymnomnatun OITJI — cocTostHus, Ipu KOTOPOM
IIPOUCXOJAT HAPYIICHHS CBEPTHIBAEMOCTH KPOBH, B KOTOPBIX HMEETCSl IOBBIIICHHBIA PHUCK
KPOBOU3JIMSIHUN B COUETAHUU C BO3MOKHOCTBIO TAK)KE€ U TPOMOOTHUECKUX OCIIOKHEHUH.

B 3akmoyenue cremyer ckaszarb, 4yTo, XxoTA OIIJI wacto paccmarpuBaeTcs B paMKax Tak
HAa3bIBAEMBIX MUEJIOUIHBIX JIEHKO30B, OH JICUUTCS II0 HECKOJIBKO WHBIM IPUHLUIAM, 4Y€M JIpyrue
MHUEJIOUJHBIEC JIEWKO3bl. TpaHCIUIaHTalMs KOCTHOIO MO3ra PEIKO pPacCMaTpHUBACTCAd KaK KOMIIOHEHT
JIeYEeHUs NalMeHToB ¢ Brepsble BbisABIeHHBIM OILI. B TO ke BpeMs TpaHCIUIaHTanus KOCTHOTO MO3ra
MO’KET OBbITh BaKHBIM KOMIIOHEHTOM JieueHust peuuanso OITL.
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IIpunoxenue I'

Hogeie, nuznannsie B 2020-2023 rr. 1 opunuanbHo yrBepkaEHHbIe MuH3apaBoM PO,
KJIMHUYECKHE PEKOMEHIAalUHU (PyKOBOJICTBA, IPOTOKOJIbI JICUEHHS) — HA HALLIEM CaiTe.
HNHuTtepHer-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu roe-To keM-To TaHHBIN JOKYMEHT OBbLIT paHee pacreuartaH, JaHHoe m3o0paxenue QR-koma
MTOMOYKET BaM OBICTPO MEPENTH MO CChUIKE ¢ OyMaKHOW KO — B HEM HaXOJUTCS 3Ta CChUIKA.
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