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Cnncok cokpameHmui

Amno-TT'CK — TpaHcnnaHTanus auIOTE€HHBIX T'€MOMNOITHYECKHX CTBOJIOBBIX KJIETOK
(TpaHCIIIaHTAIMS KOCTHOT'O MO3Ta WM TPaHC]Y3HUs TEMOMTOATHIECKUX KIIETOK)

Ayto-TI'CK— TpaHcniaHTauusi ayTOJOTMYHBIX TI'€MOINO3TUYECKUX CTBOJIOBBIX KJIETOK
(TpaHCIUIaHTAIMsl KOCTHOT'O MO3Ta WM TPaHC(y3si TEMOIOATHUECKUX KJIETOK)

AHTHKOAryJIsiHTBl — JekapcTBeHHble mnpenapatbl ATX-rpynnsl AHTUTpoMOOTHYECKHE
cpencTaa

AJIT — ananunamMuHOTpaHchepasza

ACT — acriapratamMmuHOTpaHcdepasza

AUYTB — akTUBUPOBAHHOE YaCTUYHOE TPOMOOTIIIACTHHOBOE BPEMSI

BPB — Ge3penuarBHas BBIKHBAEMOCTh

B/B — BHYTPUBEHHO

JABC-cuHapoM — CUHAPOM JUCCEMUHUPOBAHHOTO BHYTPUCOCYIUCTOIO CBEPTHIBAHUS

JC — nuddhepeHITMpOBOYHBIN CHHAPOM

WNuruburopsr  ¢ubpuHONM3a —  JeKapcTBeHHBble  mpemaparsl  rpynmbel  ATX
AHTHPUOPUHOIUTHIECKUE CPEIICTBA

HP — unaykuus pemuccuu

KW — kimmHn4eckoe uccienoBaHue

KM — kocTHBII MO3T

Kpuonpernunurar — KOMOOHEHT JOHOPCKOW KPOBH, COACPIKAIIUN KPHOTIOOYIMHOBYIO
(bpakLHKIO MIa3MBbl, TOTyYaeMblil TOCPEICTBOM IepepadOTKU IIIa3MbI

KT — xommnbroTepHas ToMmorpadus

MOBb — MuHMManbHast OcTaTo4Hasi 00JIE3Hb

HMI' — Hu3komoneKyispHble TenapuHsbl (TpyIna renapuHa)

HIIBII — HecteponHble IPOTUBOBOCHIAIUTENbHBIE U IPOTUBOPEBMATUYECKHE ITPENApaThl

OB — 0011ast BBIKUBAEMOCTh

OJI — ocTpslii JIEHKO3

OMUJI — ocTpblit MUEIIONIHBIH JIEHKO3

OIIJI — ocTpblil NPOMHUENOUTAPHBINA JIEHKO3

OT-IILP — monumepasHas 1enHast peakius ¢ 00paTHOW TPAHCKPUIITA30H

[IK — nmepudepuyeckas KpoBb

[TP — nonHast pemuccus

[P — monuMepa3Has 1enHas peakius



PernHouapl — JexkapCTBEHHBIE Ipenaparsl, NPEMEHSIOIUEcs s JIEYEHUs OCTPOro
npoMuenonutapaoro jgerko3a ATX-rpynmnsl LO1XF: Petunone! 1uid nedenus paka

C3II — cBesxe3aMOpOKEHHAs T1a3Ma

TI'CK — TpaHcIIaHTanus reMorno3THYECKUX CTBOJIOBBIX KIIETOK

TKM — TpaHcIuianTanusi KOCTHOTO MO3ra

Y/ — ypoBeHBb JOCTOBEPHOCTH JOKA3aTENbCTB

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHNE

YVYP — ypoBeHb yOeaUTENTFHOCTH PEKOMEH AN

O AB-knaccudukanus — knaccupukanus OpaHKo-aMepUKaHCKO-OPUTAHCKOHN TPYTITTBI

3KCIEPTOB

XT — xumuorepanus

IHHC — uentpanbHas HEpBHas CUCTEMA

ARA-C — nurapabua™**

ATO — MbllIbsIKa TPUOKCHU]

ATRA — OJTHOCTBIO TpaHC-PETUHOEBAS KUCIOTA (TPETUHOUH **)

CD — knacrep nuddepeHITupoBKr

FISH-uccrnenoBanue — uccieioBanrue MeTofoM (hIyopeceHTHON ruOpuu3anuu in situ

** — JKU3HEHHO HEOOXOMMBIC U BOXKHEUIIINE JICKAPCTBEHHBIC ITPenapaThl

# — npenapar, IpUMEHSIOIUICS 0€3 COOTBETCTBHS C MOKa3aHUAMHU K IPUMEHEHUIO U
MIPOTHUBOINOKA3aHUSAMH, CIIOCOOAMU MPUMEHEHUS U 103aMH, COACPKAILMUMUCS B UHCTPYKLUHU O

MIPUMEHEHHIO JICKApCTBEHHOT 0 npemnapara (o d-yeitdmn)



TepMuHBI M onIpeaeIeHUA

JAudpepeHupoBOYHBINH CHHAPOM — XU3HEYTPOXKAIOLLEE OCIIOKHEHUE, Pa3BUBAIOIIECECS
MPU JICYEHUU OCTPOT0 MPOMUEIOLMTAPHOrO JIEUKO3a MOJHOCThIO TPAHC-PETUHOEBOW KHUCIOTOM
(TpeTHHOMH™*) M MBIIIbSIKA TPUOKCHIOM, KOTOPOE JMArHOCTHUPYIOT NPH HAIUYUK HE MEHee
4 cUMIITOMOB U3 CIEIYIOLIEro CHMIITOMOKOMILIEKCA: JUXOpajika 0e3 BbIIBJICHHOW NPUYHHBI,
pecnupaToOpHBIA  JUCTPECC-CUHIPOM, HWHOUIbTpallds JIETOYHONM TKaHM TIO  JaHHBIM
WHCTPYMEHTAJIbHBIX HCCIEIOBaHUM, TUIOKCEMHUS, OTE€KH (B TOM 4YHCIE THIPOTOPAaKC U
TUAPOTIEpUKaAp), MprudaBKa MacChl Tela, OYeYHast HeIOCTaTOYHOCTb, apTepUaIbHasi THIIOTEH3HA.
enecoobpa3no B nuarHoctuke AuGHEPEHIIMPOBOUYHOTO CHHIPOMA HMCIOJIb30BATh TEPMUHBI
«OpraHbl-MUILLIEHN», KOPTaHHbIE TOPAKEHUSD BMECTO «ITHEBMOHUS», «TEMATUT), KITAHKPEATUT» U
T.J.

IHotHoM peMuccHedl OCTPOro MNPOMHUEIOLMTAPHOIO JIEHKO3a MPUHATO HA3bIBaTh
COCTOSIHUE KPOBETBOPHOW TKaHHU, MPH KOTOPOM B IyHKTAaTe€ KOCTHOTO MO3Ta OOHApYKUBAETCS
<5 % OnacTHBIX KJIETOK MPU HOPMAIHHOM COOTHOIIEHHWU BCEX POCTKOB KPOBETBOPEHHS, MpPHU
KOJNMuecTBe HeWTpoduinoB B rmepudepuueckoii  kposu >1,0 x 10%1, mpum  KonuuecTse
tpombonuToB >100 % 10°/1, mpu OTCYTCTBMM SKCTpaMeNyJUIAPHBIX 0YaroB JIEMKEMHYECKOTO
pocra. YKa3zaHHbIE IOKa3aTeNIN JOJDKHBI COXPAHATHCS B Te€UEHHE >1 Mec.

PesucrenTHass ¢opmMa OCTpPOro NPOMHUETOIUTAPHOTO JIEMKO3a MOXET OBITh
KOHCTaTUpOBaHa IpU OTCYTCTBHUM ITOJHON PEMHUCCHHU I10CIIE 3aBEPIICHUs | Kypca MHAyKIMOHHON
tepanuu. [1o MHEHHIO OONBIIMHCTBA MEXTYHAPOAHBIX U POCCUMCKUX SKCIIEPTOB, Y MAI[UEHTOB C
OCTPBIM IIPOMUETIOLUTAPHBIM JIEHKO30M, JIOKAa3aHHBIM MOJIEKYJISIPHO-IIUTOIN€HETUUECKUMU
WCCIEIOBAaHUSMH, TPU HCIOIB30BAHUM TPETUHOMHA®** B COYETAaHMM C XMMHOTEpanued Hiu
MBIIIbSIKA TPUOKCUAOM pedpakTepHbIX (GOpM OCTPOro MNPOMHUENOLHUTAPHOIO JIeHKo3a He
CYILIECTBYET.

PanHss cMepTh — CMEPTh MALMEHTOB B IEPUO]I MHIYKIIMOHHOW Tepanuu.

PenuauB ocTporo mpoMHUENIONUTAPHOTO JIEWKO3a KOHCTATUPYIOT MpU OOHApPYKEHUHU B
MyHKTaTe KOCTHOTO Mo3ra >5 % ONacTHBIX KJIETOK W/WIW TMOSBICHUH ASKCTPAMEIYJUISPHBIX
OYaroB.

MuHuMAaJBHOMH 0CTATOYHOH 00/1€3HbI0, WM MHHUMAJIBHOW pe3uyaabHOU OONe3HbIO,
HA3bIBAIOT HEOOJBINYIO MOMYJISIIHI0 OIyXOJIEBBIX KJIETOK, KOTOpas HE MOXET OBITh
3aUKCUpOBaHa C TMOMOIIBI0 CBETOBOTO MHKPOCKOIMA, HO OOHapy>KuMBaeTcsi 0ojee TOHKHUMH

METOaMH HCCIIE0OBAHMS, BBIABIAIOIMME | efikeMuuecKyro KieTky Ha 10%° uccnenyempix.



HuTorenernyeckass peMHCCHs1 — 3TO MOJHAs KIMHUKO-T€MATOJIOTMYECKas PEMHUCCHS,
npu kotopoit Metonom FISH (uccnenoanme meTonoM (yopeciieHTHOW THOPUAN3ALINY i Situ)
HE BBISBIICTCS CIMBHOM reH PML::RARA.

[uroreneTuyecknii peuuaMB — TOBTOpHOE TNosiBIeHWe TeHa PML::RARA,
onpenenstomeecss MerogoMm FISH, na ¢oHe coxpaHSOMENHCS KIMHUKO-TeMaTOJIOTUUEeCKON
PEMHCCHH.

MouJiekyJsipHasi peMHCCHSI — 3TO TOJHAs KIMHUKO-T€MaTOJOTHYeCKasi PEMUCCHUSI, TIPU
KOTOPOIi He OOHAPYKUBAIOT UCXOIHO OMPEENABIININICS METOOM MOJIMMEPA3HO-IIEMHON peakuu
XuMepHbIi TpanckpunT PML/RARA 1pu 4yBCTBUTENBHOCTH MeTOMa 1074,

MoJiekyJSIpHBIA peUUAUB — IIOSBJICHUE HCXOJHO OIPEACISIBUIEIOCS XUMEPHOTO
tpanckpunta PML/RARA B 1ByX TOBTOPHBIX aHaIHM3aX (MPOBEACHHBIX C KOPOTKUM HHTEPBAIOM
BpeMeHU — 7—10 qHel) Ha poHE COXPAHSIONICHCS KIMHIUKO-TEMaTOJIOTHISCKON PEMUCCHH.

TpancniaHTanusi reMOMOTHYECKHX CTBOJOBBIX KJETOK — TOJ 3TUM TEPMUHOM
o0bEeIMHEHbl TPAHCIUIAHTAIMS TEeMOMOITHYECKUX CTBOJIOBBIX KJIETOK KOCTHOTO MO3ra,
nepudepuyecKkoi, MynoBUHHOMN (TIAIIEHTApHOM) KPOBH.

O0mas BbIKMBAEMOCTb. /{11 €€ OIEHKM aHAIM3UPYIOT BPEMEHHBIE MapaMeTphl BCEX
MalMEeHTOB, BKJIIOYEHHBIX B UCCIIeIOBaHNE. AHAIIU3 OCyHIeCTBIsIIOT MeTofoM Karnnana—Maiiepa.
Toukoli oTcuera sBIAETCA JeHb Hadana Tepanuu. CoOOBITHEM CYHMTACTCs TOJIBKO CMEPTh
MAIMEHTOB OT JIF00O0M MPUYHMHBI (paHHAS JIETAIBHOCTh, CMEPTh B MEPHOJ PEMUCCHUU OT JTFOOOH
MPUYUHBI, CMEPTH B TIEPUOJT PEIUINBA).

Be3penuauBHasi BbIKMBaeMOCThb. [Ipu ee aHanm3e y4YUTHIBAIOT JAaHHBIE TOJBKO TEX
MAlMEHTOB, Y KOTOPBIX OblIa JOCTUTHYTa MOJHAs peMUCCHS. AHAJIN3 OCYLIECTBIISIIOT METOAOM
Kannana—Maiiepa. Toukoii oTcueTa cuuTaeTcs Aara JOCTHKEHUS MOTHON pemuccuu. COOBITHIMU
CUMTAIOTCS PEUUJAUB M CMEPTh OT JI000W mNpuuuMHBl (B TEpUOJ KOHCOJIUAAIMHU WA
MOJIEPKUBAIOILIETO JICYEHUs1, OT PELUIUBA, B IEPUOJl PEMUCCUU OT JPYroil MPUUKHBI, HAIIPUMED
CyHITUIA).

BeposiTHOCTH cOXpaHeHMsI MOJIHON peMuccun (00paTHOE OT BEPOSITHOCTH PA3BUTHS
peuuauBa). IIpu oLleHKE BEPOATHOCTU COXPAHEHUsS ITOJHOW PEMHUCCUM YUHUTHIBAKOTCS JAHHBIE
TOJIBKO O T€X MAalHMEHTaX, Y KOTOPBIX JOCTUTHYTA IMOJHAs peMHCCHsS. AHAJIU3 OCYLIECTBISIOT
merogom Kammana—Maitepa. Ilpu 3TOM TOYKOM OTCUETa CIIYKHUT JaTa JOCTHKEHUS IOJHON
pemuccun. CoObITHEM CUMTAETCS TOJIBKO PELUIUB 3a00JI€BaHUs, CMEPTh IIPU MOTHOM PEMHUCCHH
CUMTaeTCsl LIeH3ypupoBaHueM. Takxe LEH3YpPUPYIOT BCEX MAIMEHTOB, KTO >KUB IPHU MOJIHOMN
peMuCCHUU B MOMEHT MPOBEACHUS aHAIM3a.

BeccoObITHiiHAS BBIKMBA€MOCTh. OJTOT I[I0Ka3aTelb OIEHUBAET BCE COOBITHUS

(HCI[OCTI/DKCHI/IC MTOJTHOM PEMUCCHUU ITIOCTIC MHAYKIIMOHHOT'O 3Tara, CMEPTh B UHAYKIIMU, CMEPThH



IpU TOJIHOM PEMHCCHM, CMEPTh OT JIIOOBIX IPYrHX MPUYHMH, PEUUIUB 3a00JIeBaHUS) Y BCeEX
MalMEeHTOB, BKJIIOYEHHBIX B aHAJIU3, C MOMEHTA Hayalla Teparuu.

Nuaykuusa peMuccuM — IEpPHOJ HAYAJIbHOTO JICUEHUS, LEIbI0 KOTOPOIO SBIISIOTCS
MaKCHUMaJIbHO OBICTPOE U CYIIECTBEHHOE YMEHbIIIEHUE OITyX0JIeBON MacChl M IOCTUKEHUE ITOJIHOM
pemuccuu (00b19HO 1-2 Kypca). IMeHHo B 3TOT nepuo1 Ha (oHE TPUMEHEHUS IIUTOCTATHIECKIX
cpencts (LO1: TIpotuBoomyxomneBbie mpenapaTsl) KOJIUYECTBO JIEHKEMUYECKUX KJIETOK B KOCTHOM
MO3re yMeHblnaercs: npumepHo B 100 pas, T. €. B MOMEHT KOHCTaTallMU TOJHOW PEMHCCHH B
KOCTHOM MO3Te MOp(OJI0ruuecku onpezaenserca <5 % OmyxoJeBbIX KIETOK.

Konconmupanusi pemmuccMu — BTOpPOM 3Tall TepanmuM OCTPOro MPOMHEIOLMUTAPHOTO
JeiKo3a, ABJIAETCS IEPUOIOM 3aKPEIUICHUS TOCTUTHYTOTO IPOTUBOOITYX0JIeBOT0 A deKTa.

IIporuBopennanBHOE WIN NnoJiep KuBaoLee JIeYeHue. [Iponomxenue
LUTOCTaTUYECKOT'O BO3JICHCTBUSI B TEUCHHE JIBYX JIET OT OKOHYAHHS MHAYKIWU/KOHCOIUIAIINH.
[lonsTHsl MOAAEPKUBAIOIIETO JIEYEHHUsS] HE CYIIECTBYET B IpPOrpaMMax JIEYEHMs] MEPBUYHBIX
OOJBHBIX OCTPHIM POMHEIOLUTAPHBIM JIEHKO30M MBIIIbSIKA TPUOKCUIOM.

IpoduiaakTuka wim — nNpu HEOOXOAUMOCTH — JieYeHHe HelpoJieliKeMHuM SBISCTCS
MPUHLIUITAAIBHBIM 3TAllOM IIPU JICYEHHUH MTALIMEHTOB C OCTPBIM IPOMHETOLUTAPHBIM JIEMKO30M U3
IPyIIBI BBHICOKOI'O PUCKa. DTOT 3Tall paclpelensieTcs Ha BCE EPUO/Ibl IPOrPaMMHOIO JIEUEHUS —

WHIYKIUIO PEMHUCCHH, KOHCOJTUIAIUIO U TOJICPKUBAIOIIIEE JICUCHHE.



1. Kpatkast undgopmanus mo 3a00/1eBAHNI0 WIH COCTOAHHUIO (TpyIe

3a200J1eBAHUI UJIM COCTOSTHHH)

1.1. Onpeneaenune 3a00J0eBAHU UM COCTOSTHUSA (IPYNIIbI 32001eBAHNH HJIM COCTOSTHHI)

OcTpblii mMpoMHueTOUMTAPHBINA J1eiiko3 — 0COObI BapHaHT OCTPOTO MHEIOUIHOTO
Jeiiko3a ¢ npeobagaHueM aHOMAIBHBIX TPOMUEIIOIIUTOB, XapaKTePU3YIOIINIICS TCHETHISCKIMHU
MyTallUsIMH, TPUBOASIIMMU K pekomMOuHanuu reHa RARA ¢ renom PML (myranus

t(15;17) (q22; q11-12)) unu ¢ ApyruMu reHaMu-napTHEPamH.

1.2. DTHOJOTrHUSA U IATOreHe3 3200J1eBAHUS WU COCTOAHUSA (rPyINbI 3200J1eBAHUN WJIN

COCTOSIHM)

Otnonorus OIUI B GoNbIIMHCTBE CJIy4acB HCU3BCCTHA. B nocnennue roasl omuchIBaeTCs

Bce Oompiie ciydaeB Bo3HUKHOBeHHS OIIJl kak meiiko3a, CBSI3aHHOTO C MPEIIIECTBYIOLIEH
xumuorepanuedt (XT) wumm  oOmydenuem. bosblime MHOTOLEHTPOBBIE — HCCIEIOBaHUA
CBUIETENLCTBYIOT O ToM, uTo OIlJI, mHAyUMpOBaHHBI MpenlIecTBYIOLIEH Tepanuen, B
OOJBIIMHCTBE CIlydyaeB BO3HUKAET HE MO3JHEE Tpex JeT mocie 3aBepiieHus X1 mo moBomy
MEPBUYHOTO OHKOJIOTUYECKOTO 3a0oieBaHusi HMHrHOuTOopamm Ttomomsomepasel I (LO1DB:
AHTpaLMKIUHBI U POJICTBEHHBIE COSMHEHUSI, NI MUTOKCAaHTPOH**, pexe stono3un**). ¥V 57 %
NAIMEHTOB MEPBUYHON OIyXO0JIbIO OBLIT paKk MOJIOYHOM KeJIe3bl, Aajiee CIeAYIOT HEXOHKKHHCKIE
AUMQOMBI, 3HAUUTEIBHO pexke — Tumdpoma XomkkuHa. CpeHee BpeMs OT 3aBEpILCHUs Teparuu
110 [10BOJ1y MEPBUYHOMN OITyXOJH JJO MOMEHTa AuarHoctuku BropuuHoro OILT cocraBisier 24 mec
(or 15 mec mo 8 mer). Ilo mepe yBenuyeHHs] arpecCUBHOCTH XHMMHOTEPANeBTUYECKOTO
BO3JICIICTBUS YBEIMUYMBAETCS BEPOSTHOCTH pazButus BTopuuHoro OIUJI, kxak, BmpoueM, MOKET
YMEHBIIIAThCA U BPEMEHHOW UHTEPBa OT MoMeHTa 3aBepuieHus X T 1o BosHukHOBeHHs OJI.
OI1JI oTHOCAT K OCTPHIM MHUETIOUTHBIM Jieiiko3aM (OMJI), KoTopbie MPeACTaBISAIOT COO0M
reTepOoreHHYI0 TPYIITy OIMyXOJIEBbIX 3a00JI€BaHUM CHCTEMbI KPOBH, BO3HUKAIOIUX B PE3yJIbTaTe
MYTallUd B CTBOJIOBOM KIIETKE-IPEIIECTBEHHUIIE T€MOII033a, B PE3YJIbTaTe YEro MPOMCXOIUT
0J10K i hepeHInpOBKU u HaYMHACTCS HEKOHTPOJIUpyeMast nposidepanus
HenupdepeHIupyeMbIX OIyXO0JIEBbIX KPOBETBOPHBIX KIIETOK, BBITECHAIOIIUX HOPMAJIbHBIE.
HuTepecHo OTMETUTH, YTO ONMKMCAHBI IPOMHUETIOLUTAPHbIE OJIACTHBIE KPU3bl XPOHUUECKOTO

MHUEI0JIENKO3A.

1.3. DnuaeMuoJ0rus 3a00JeBaHUsA WJIN COCTOSHUA (IrPynnbl 3200J1€BAHNUNA UM COCTOSTHUI)

Uctunnas wdacrora Bo3HUKHOBeHUs: OILJl HeusBecTHa, MOCKOIBKY B PETHCTPHI
3aboneBaemoctu OILJI BHOcaT BMecte ¢ apyrumu Bapuantamu OMJI. Cuwmraercs, uro OILI

BcTpeuaercs B 5—15 % Bcex cinyuaes OMJL. U ecnu B 2005 1. B CIHA npenmnonaraemas 4actoTa
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Bo3HUKHOBeHUs1 OMIJI onenuBamach kak 11 930 ciaydaeB B roj, TO BEpOsiTHAs YacToTa
muarHoctuku OIJI cocraBnsier 600—800 ciyuaes B roa [1,3.,4].

Cy1iecTByeT HECKOJIBKO OTJIMYHI B SMIUAEMHOIOIMUECKUX XapaKkTeprucTukax Mex iy OMJI
u OIJI, ocobenHo 31O KacaeTrcst BepossTHOCTH Bo3HUKHOBeHMs OITJI B 3aBUCHMMOCTH OT BO3pacTa.
Tak, nns OMJI BepoSITHOCT, BO3HUKHOBEHHUSI MOCTENEHHO YBEIMYMBAETCS MPONOPLHOHAIBHO
BO3PACTY J10 55 NeT, a 3aTeM 0TMeYaeTcsl pe3Knuii SKCIIOHEHLMANIBbHBIN pocT 3aboneBaemocTH. [Ipu
OIUI sTa 3aKOHOMEPHOCTh HE BBISBISIETCS. XOTs 3a00JieBaHME IMArHOCTHPYETCS BO BCEX
BO3PACTHBIX TpYMIax, €ro 4acToTa KpailHe HU3Ka y NalMeHToB B Bo3pacte g0 10 smer. B
Bo3pacTtHOH rpynne ot 0 go 17 ner yacrora OIJI cpeau Bcex cimyuaeB OMIJI cocraBusier 3—4 %.
B Bo3pacre ot 10 1o 20 net BepositHOCTh Bo3HuKHOBeHHsI OITJI mocTteneHHO Bo3pacTaer, 3aTeM
HaOroaeTcs miaro 10 Bo3pacta 60 jer, mocie 4ero BepoSTHOCTh BOSHUKHOBEHUS 3a00JI€BaHUS
cHmkaercs. bonpmmHcTBO cimydaeB OILJI auarnoctupyroT B Bo3pacte ot 20 go 60 net. Meauana
Bo3pacta mnpu guarHoctuke OIIJl cocraBaser 38 mer. Ilo ganneiM  Poccuiickoro
PErUCTPALIMOHHOTO UCCIIEOBAHUS, IPOBEACHHOIO POCCUIICKON HCCIeA0BaTENbCKONW TPYIINON MO
U3Y4EHHMIO OCTphIX Jieiiko30B, OIUJI muarnoctupytor B 7,25 % ciydaeB Bcex OJI B3pocibIX, U
MeauaHa Bo3pacta coctaBisieT 47 netT (0e3 yueTra marueHToB IeTCKOro Bo3pacta) [2]. PeanbHbIx

nokasaresei 3aboneBaemoctu U pacrpoctpaneHHocta OIJI B Poccun He cymiecTByer.

1.4. Oco0eHHOCTH KOAMPOBAHNS 3200J1eBAHNUS MJIM COCTOSIHMS (TPYIIBI 3200J1€BAHUI HJIH

cocTosinuif) o MekAYHAPOAHO! CTATHCTHYECKOM KIaccupukanmuu 6oJe3Heil U npodJaem,

CBSI3AHHBIX CO 310POBHEM

C92.4 — ocTpblil NPOMHUETOLUTAPHBINA JENKO3

1.5. Knaccudukaums 3a60/1eBaHUs MJIH COCTOSIHUSA (TPYNNbI 3200J1eBAHNH MJIH COCTOSTHUIA)

[MaruenTtst ¢ OIUI monpa3aenstorcs Ha TPYMIBI PUCKA B 3aBUCHMOCTH OT JIA0OPATOPHBIX
ToKazaTeliel 001Iero anaarsa KpoBu npu Manudecranuu 3abonesanus [1,2,4]:
e T : ei <10 x 10%
pyIma HU3KOI'0 pUCKa: JIEMKOLUTEL )|

e IpymIa BEICOKOTO PUCKA: JeHKomuTsl >10 x 10°/1

1.6. Kinauyeckass KapTHHA 3200J1eBaHUs UJIHM COCTOSSHNS (IPyNNLI 3200J1eBaHNI NJIH

COCTOSIHMA)

OcTphlii  npoMHeJIOUUTAPHBIA  JIeHKO3 TPEACTaBIsAeT COOOM  YETKO  OYEepUEHHYIO

HO30JIOTHUYECKYI0 (DOpPMY € HACTOJIBKO XapaKTEPHBIMHU KIMHUKO-IA00PaTOPHBIMH MPHU3HAKAMHU
(TunuyHas MOp(OJIOTUS  OIYXOJEBBIX KIJIETOK, TSDKEJbIM TI'eMOpPPAaru4ecKuil CHUHIPOM,
reéMaTOMHBIA TUII KPOBOTOYMBOCTH, M30BITOUHO aKTUBUPOBaHHBIA GpuOpunonus, IBC-cunapom,

OOBIYHO — HGfIKOHCHI/IfI), 4qTO JAWarHo3 HOpOI\/'I MOXHO YCTaHOBHTH, OCHOBBLIBAACH JIMIIb Ha
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KIMHUYecKuX mposiBiieHusix. [Ipu stom cymectBytor OIUI, koTOpble NMpPOTEKAalOT HE CTOJb
JpaMaTUYHO: OTCYTCTBYIOT MPOSIBIIEHUST T€MOPPAru4ecKOro CHHIPOMA, OOJbHBICE B TEUYCHUE
HECKOJBKMX MECAIICB HAOJIOMAIOTCS MO TOBOY JICMKOTICHUH, YMEPEHHONH TPOMOOIIMTOIICHHH.
[IposiBneHuss  reMopparuyeckoro  CHHApoMa  (KpPOBOTOYMBOCTH  JIECEH,  MOBBIIICHHAS
TPaBMUPYEMOCTb KOXHBIX IIOKPOBOB, CHHSIAKH, ICTCXHWH, HCPEAKO KPOBOTCUCHHA M3 HOCA,
KEJITYJJOUHO-KUILEYHOr0 TpPaKTa) HAa MOMEHT JUarHocTMku umewTces y 90 % mnainueHTosB.

I'emarocmurenoMeranus uiu JIMMdaaeHONATHs ONpeaeIsitoTcs MeHee ueM y 20 % marueHToB [4].
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2. IlnarHocTuka 3a00J1eBaHNS UM COCTOSIHUA (TPyNNbI 32001eBAHUN WU
COCTOSIHHMIT), MEMIMHCKHE MOKA3AHUS M NPOTUBONOKA3aAHUA K IPUMEHEHHIO

METOJA0B THATHOCTHKH

Kpumepuu ycmanoenenus ouacnoza/cocmosanusn: OIlJl ycmanasnusarom He3a8UCUMO
Om NPOYEHMHO20 COO0epIHCaHusi ONACMHLIX KIeMOK 6 NYHKmame KOCMHO20 Mo32d Ul 8
nepugpepuyeckoii kposu (I1K) npu nanuuuu namoznomonuunou oas OILI mpancroxkayuu t(15;17)
(q22; q11-12) PML::RARA unu eapuanmnoii mpaucioxayuu ¢ yuacmuem RARA u opyeoco ecena-

napmuepa.

2.1. /Kajgo0bl M1 aHaAMHe3

Pexomenayercss BceM INanueHTaM IpU MOJO3PEHUU WM yCTaHOBJIEHHOM auarHose OINJI
npoBeZicHue cOopa aHaMHe3a W Kajlo0 uisi BepUPUKAMKM JTUArHO3a, MJIST OLEHKH
COCTOSIHHMS TIAIIMEHTa, a TaKKe JJIsi YCTaHOBJICHUS (DaKTOPOB, KOTOPBIE MOTYT OKa3aTh
BIIMSIHME HA ONpe/ieTieHue JieueOHOM TakTUKM manuenTa [1-3].

YpoBenb yOenuTeabHOCTH pexoMenganun — C  (YypoBeHb [10CTOBEPHOCTH

JI0KA3aTeIbLCTB — 5)

Kommenrapuu: Manugpecmayus xiunuueckux nposgnenuti OIIJI conpogodcoaemcs
AHCANOOAMU AHEMUYECKO20 Xapakmepd, pa3sumuem 2emoppacuiecko20 CUHOPOMA pa3IudHOU
UHMEHCUBHOCMU U UHDEKYUOHHBIX OCNONCHEHUUl Ha ¢hoHe Hetimponenuu. [laHHble nposseHUs.
MO2ym pazeumsbcsi OCMpo Ul NOCMENneHHo Hapacmams. Takoce u3 aHamMHeCmu4yeckux OaHHbLX
MOJICHO  BbIABUMb  CBA3b C  BO3MONCHLIMU MOKCUYECKUMY, JIeKAPCMBEHHbIMU A2eHMAMU.
Heobxooum mwamenvuwiii coop cemelinoco anamHesa 0ns UCKIIOUEHUST BPOHCOEHHBIX AHOMATULL,

a maxoice Ha Hanu4ue cuOIUH208 (POOHBIX Opamves u/unu cecmep) [1-3,5].

2.2. DuzukajbHoe 00cae10BaAHUE

PexoMenayercsi BceM ManyeHTaM MPOBOAUTH (PU3MKaIbHOE 00CIIEeOBaHUE, BKIIIOYAIOIEE
U3MEpEeHHe POCTa W Macchl Tena, TeMrepaTyphl Tena (TepMoMeTpusi o0Iuas), OUEHKY
COCTOSIHUSA KOKHBIX ITOKPOBOB, KOCTHO-CyCTaBHOfI CHUCTCMbI, BBISIBJICHUC IIPHU3HAKOB
reMOpparuyeckoro CHHAPOMA, HaJIW4YUe TenaToCIICHOMEralluu, JUM(aaeHonaTuu,
HaJIMYMe TMPHU3HAKOB JUCOYHKIMU CEpAla, JIETKUX, MEYEHH, OPraHOB HSHIAOKPUHHOM,
HEPBHOM CHCTEMBI JJIs Bepu(DUKAIIMY AUArHO3a U OIICHKHU CTaTyca o mikajaM BocTtouHnoi

o0benuHenHo# onkonorudeckoit rpymnmsl (ECOG) (cm. [punoxenune I'3) [1-3,5].
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YpoBenb yOeaurTeabHOCTH pekoMeHaauuu — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Kommenrapuu: nposoosmcsa usmepenue pocma u maccol meia, memnepamypul meina
(mepMomempu;z 06144&)1), OYEHKA COCMOAHUA KOCI’I’lHO-C)/CI’I’ld@HOZZ cucmemsl, 6svliejlieHue
NPUHAKOB 2eMOppa2uiecKko20 CUHOPOMA, HAIUYUS 2eNnamoCnileHOMe2anul, aum@oaoenonamul,
HAIUYUsi NPU3HAKO8 OUCHYHKYUU cepoya, 1ecKux, neyeHu, Opeanos dHOOKPUHHOU cucmemvl. B
cnyuae nossieHus Nanyie3HblX GblCbINAHULL HA KOJCe PACCMOmMpPemsb 8ONPOC O OUONCUU KOMCU

(nodo3penue Ha IKCMpPamMedyIAPHOE JlelikeMUuieckoe nopadiceHue).

2.3. JIaGopaTopHbIe JTHATHOCTHYECKHE MCCIAeT0BAHUSA

Pexomenayercst BceM naiueHTam 70 Hadana u Bo Bpems jeueHus: OILJ] BeimonHenue oOriero
(xmuaIYeckoro) ananmsa kposu (I1K) ¢ muddepeHIrpoBaHHBIM TOCUYETOM JICHKOIIUTOB
(nmefikoruTapHas GopMmysa) U UCCIIEJOBAaHUEM YPOBHS PETUKYJIOLUTOB U TPOMOOIIMTOB B
KPOBH i1 Bepu(UKAMK JUAarHO3a, KOHTPOIS 3a JICUCHUEM U BBIPAOOTKH TaKTHUKH
BesleHus nanuenTta [1-3,5].

YpoBeHb yoenuteabHOCTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
Kommentapuu: V 80 % nayuenmos manugpecmayus 3abonesanus Xapaxkmepuszyemcs
netikonenuetl. Eciu y nayuenma 6 momenm ouacnocmuxu OJI onpedensemcs netikonenus
<I x 10°n, ocobenno 6 couemanuu c unopubpunozenemueli, mo c 6OoOALULON OoJel
8EPOSIMHOCMU  MOJCHO Npeonoiazames npomueroyumapusiti  eapuanm OMIL YV 15-20 %
nayuenmos 6 dediome 060J1e3HU 8bIAGNAEMCA NelKoyumo3s. ¥V nooasndoueco yucia nayueHmos
(80-90 %) onpedensemcs anemusi, npuuem y NONOGUHLL U3 HUX KOHYEHMPAYUs 2eMo2100UHA
cocmagnsem <1002/ YV 75 % nayuenmos cooepicanue mpomMOOYUmMo8 CHUMCAemcs 00
<50 x 10°/n. Obwuii (knunuveckuii) anamus3 Kpoeu (0COOEHHO YUCIO NEeUKOYUMos U
MmpomMOOYyUmMOo8) 8bINONIHAECMCS eHCEOHEeBHO 6 Nepavle OHU Mepanuu mpemuHounom ** ons oyenku
PUCKa B803HUKHOBEHUs Ouppepenyuposounozo cunopoma (HC), 3amem — uepe3 O0envb—06a 00

KoHcmamayuu pemuccuu. Paseepuymas ¢oopmyna — 2 pasa 6 neoenro.

Pexomenayercss no Hauvama sedenus OIUUL ans Bepudukanmum auarHos3a, a Takke MpH
MO/JI0O3PEHUH Ha PELUIMB BCEM TMaIlM€HTaM HEOOXOJMMO IMOJYyYEHHE IUTOJIOTUYECKOTO
Iperapara KOCTHOTO MoO3ra IIyTeM IIYHKUMM JUIsi IPOBEICHHUS LIMTOJIOTMYECKOE
MCCJIeIOBaHNE Ma3Ka KOCTHOTO MO3ra (MUEIorpaMma) U MUTOXUMUYECKOE HCCIIEIOBAaHNE
MHUKpOIpenapara KOCTHOTO MO3Ta, M BCEM OOJBHBIM IIOCIE OKOHYAHHUS TMPOTPaMMBbI
WHIYKIIUM PEMHUCCHUH, B XOJI€ KOHCOJIUIALNHU U MOJJAEPKUBAIOLIEH TEPAIMU BBIIOJIHATh

KOHTPOJIbHOC HUTOJOI'MYCCKOC HCCIICAOBAHUC Ma3Ka KOCTHOI'O MO3ra (MI/ICHOI‘paMMa)
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OILICHKY OTBETa Ha JIEYCHHUE, OICHKY COCTOSHUS KOCTHOMO3TOBOTO KpPOBETBOPCHUS H

JMarHocTUKy penuausa [1-3,5].
YpoBensb yoeauTesibHOCTH pekoMeHaannu — C (YPoBeHb J0CTOBEPHOCTH 10Ka3aTeJILCTB — 5)
Kommenrapuu: binacmusie xnemxu npu OIIJI y b6orvuuncmea nayuenmos npedicoe 8ce2o
Xapakxmepuzyomcs 3Ha4umenbHbIM S0epHbIM ROIUMOPPUIMOM U HATUYUEM KPYIHOU (DUOSIemO080-
OYpOUL 3epHUCMOCIU, 2YCMO 3ANOIHAIOWel] YUMONIA3MY, OOLUUM KOTULeCMBOM naioyek Ayspa
(knaccuyeckuti eunepepanyaspuoiil eapuanm OILI) [6]. V 15-20 % nayuenmos 6 yumonnazme
ONYXO0JIe8bIX KIEMOK OOHAPYICUBAEMCSL TULUb HECKOIbKO MEIKUX 2PAHYIL UTU OHU He GbIAGISIIOMCS
gosce, mMpu  IMOM  6Ce  OCMANbHble  NPUSHAKU  (KIUHUYeCKUue,  YUMoXumuyeckue,
yumoeenemuueckue) OIIJI npucymcemeyiom. Knaccuueckum NPUHAKoOM ONYXON€8bIX KIENOK
OIlJl asnsaemcs oueHb GbIPANHCEHHAS YUMOXUMUYECKAs peakyusi Ha muenronepokcuoasy (MPO),
JUNUOLL, KOMOPAsi  BbIAGASAEMC ¢ NOMOWDbI0  cyoanosozo uepnoeo (SBB), u Ha

Xa0payemamacmepasy.

Pexomenayercs Bcem namueHtam ¢ nogospenueM Ha OITJI no Hauana jgedeHus BBINOIHUTD
UMMYHO(EHOTUITMPOBAHUE TEMOTIOITUIECKHIX KIIETOK-TIPEIIECTBEHHHUI] B KOCTHOM MO3Te

JUIsl TOBbIIeHUs] TouHoCcTH auarHoctuku OIUI [1-3,5,7].
YpoBenb yoenureabHocTH pekoMenaanuu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 5)
KomMmeHnTapuu: ummyHogenomunupoganue ¢ uUCnoib308aHuemM MHO20UBEMHOU NPOMOYHOU
YUMoMempuu ModxHcem nosblCUmMs MoYHOCmb mopghonocuueckux uccireooganuu OILI, Ho ne
A61€MCsL KA0Ue8biM Memooom ouasnocmuku. Kax npasuno, PML::RARA-nonoscumenvHvie
Onacmmuvie Kiemku UMerom UMMYHOMEHOMUn, aHANI0SUYHbIL HOPMANbHBIM NPOMUETOYUMAM
(CD34—/+ eemepoeennviii, CD117—/+ dim, HLADR—/+ dim, CD13+/++, CD11b-). Tem ne menee
8 omuuyue om HOpMAnbHLIX npomuenoyumos PML::RARA-nonodxcumensvHvie npomueioyumsl
umerom Kpatine Huskuil ypogeno CD15 (CD15—/+ dim emecmo CD15+++). bracmuuvle kiemku
npu eunozpanynapuou (eapuarnmuou) popme OILJI (M3V) uacmo kosxkcnpeccupyiom T-nunetinvie

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

Pexomenayercst Bcem nanuentaM ¢ nojgo3peHueM Ha OIJI 1o Havana nedeHus: BBIIOJIHUTD
[IUTOTC€HETHYECKOE UCCIIEIOBaHNE (KapUOTHIT), & TAKXKE IS IMOTy4eHHUs ObICTPOTrO OTBETa
0 Hanuuuu XumepHoro reHa PML::RARA — omnpepenenue skcnpeccun pML-RAR-a
(KOJTMYECTBEHHOE), MOJICKYJISIPHO-TEHETHYECKOE MCCIeI0BaHNe MyTanuii B rene PML-
RARA wmerogom TP st Bepudukanum auar€o3a W BBITIOJHEHHS B JaJIbHEHIIEM
MOHHTOPHHTa MUHUMAIILHOUW ocTarouHoi 6one3nn (MOB) [1-3,5].

YpoBenb yoenutebHOCTH pekoMenaanun — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 5)
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Kommenrapum: gce ciyuau OIJI, ycmanogiennoco mop@onocuieckumu u yumoxumuyeckumu
Memooamu Uccie0o8anus, O0HCHbL bblmb noomeepicoervl memooom I[P unu FISH 6 momenm
ycmarnogienus ouaznosa, mak kax 8 5—10 % cayuaes npu omcymemeuu knaccudeckou t (15; 17)
obHapyscueaemcs mparckpunm PML/RARA.

Takoce cnedyem nomuums, umo mernee yem 6 2% cayuasx OIJI npu kapuomunupogaruu
Mmoxcem obOHapyxrcusamvcsi pekombunayus RARA ¢ opyeum eenom, omauunvim om PML:
ZBTB16::RARA, NPM::RARA, NuMA::RARA, STAT5b::RARA, FIPILI2::RARA u m.o.

Dpdpexmusnocmv mapeemnozo neueHus Ha4 OCHOBE PEMUHOUOO8 U/UNU NPOUIBOOHBIX
motuvsika (GOIAB: Coedunenusi MulubsKa) cmpoeo 3a8ucum Om HAIUYUs XUMEPHO2O 2eHd
PML::RARA, nosmomy eenemuueckoe noomeepiicoerue ouacHo3a A6usaemcs 0053amenbHblM 60
ecex cayuasax [8]. ['enemuueckoe noomeepoicoeHue OUACHO3A OOJHCHO BLINOJIHAMbBCA, eClu
B03MOJNCHO, HA OIACMHBIX KlemKaX, noayuenuvix uz KM. Hoenmudghuxayus OIJI-cneyuguueckux
2eHemMU4ecKUx NOAOMOK 6 ONACMHbIX KIemKAX OCYWeCmensiemcs ¢ UCNOIb308aAHUeM
CMAHOAPMHO20  KAPUOMUNUPOBanus,  ¢ayopecyenmuou in situ  eubpuouzayuu  (FISH),
NnoOIUMeEpasHo-yenHou peaxkyuu ¢ obpamuou mpanckpunmazou (OT-II1[P) unu auwmu-PML
MOHOKIOHAbHBIX AHIMUMEL.

B knunuxax, 6 Komopvix Hem B03MONCHOCMU GbINOJIHUMb YUMOLEHemuyecKoe
uccneoosanue (kapuomun) unu onpeoenenue oxcnpeccuu pML-RAR-a (konuuecmeentuoe),
ouazHo3 oOoadcen Ovbimb noomeepxcoer 6 pegepernc-rabopamopuu. Obpazyvr KM uwu [IK

00J124CHBL ObIMb OOCMABIEHbL 8 1aDOPaAMOpuUI0 00 HA4aId Mepanuu.

Pexomenayercs Bcem nanueHTaMm Ao Havyana jedeHuss OIUI (¢ uenpto yrouHeHus BapuaHTa
MyTauun) u Bo Bpems siedenust OIUT (nms Beimonnenus mouutopunra MOB) npoBenenue
MOJIEKYJISIPHOTO UCCIIe0BAaHUs TpaHCKpUNToB reHa PML::RARA ber-1, ber-2 u ber-3 B KM
[9,10].

YpoBenb yoenureabHocTH pekoMenaanuu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4)
Kommenmapuu: 6 Kiunukax, 6 KOMOpbIX Hem BO03MONCHOCMU BbINOIHUMb MOJEKVIAPHOE
uccnedosanue, OUAcHo3 00AHCeH OblMb NOOMEepIIcOeH 6 pedepenc-rabopamopuu. Oopasyvt KM
unu IIK oonxcnvl 6vimb Oocmasienvl 8 jaabopamoputo 00 Hauala mepanuu. Bapuanmor
mpanckpunma PML/RARA (bcrl, ber2, ber3) u axcnpeccua mpanckpunma RARA-PML cnyscam
mapxepamu ona monumopunea MOB npu OIIJI ¢ t (15, 17), Ho He onpedensitom HNPOCHO3

30001€6aHUA.

Pexomenayercs BceM manueHTam J10 Hadana u Bo Bpems Jyiedenust OIUJI B xone tepanuu
IpoBe/ieHNe OMOXMMMUYECKOI'0 aHaJIM3a KPOBH OOIIETEepaneBTHUECKOro (MCClIeOBaHHE

ypoBHEH o0rmiero Oenka, abOyMHHA, MOYCBUHBI, KPEaTUHWHA, KIS, HATPHs, OOIIEro
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KaJblUsl B KPOBH, HCCIIEOBAHHE YPOBHsS OOIIEr0 MarHusi B CBHIBOPOTKE KpOBH,
onpeJieleHre AKTUBHOCTH JAKTaTAETUIpOTreHashbl, HIEJIOYHOM docdarassl,
aJlaHMHaMUHOTpaHcdepasbl, acrnapraTaMUHOTpaHcdepa3bl B KpPOBHU, HCCIEIOBAaHUE
ypoBHE# 00111ero, cBOOOJAHOTO M CBSI3aHHOTO OMIMPYOMHA B KPOBH) JUTSl TUATHOCTHKHU
COMYTCTBYIOIIECH MATOJOTUH (3a00JI€BaHUI) U ONIPEACTICHUS TAKTUKNA COMTPOBOIUTEIHLHOMN
tepanuu [1-3,5].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YPOBEHb IOCTOBEPHOCTH J0KA3aTENLCTB — 5)

Pexomenayercsi Bcem mamueHTam A0 Hadaina W Bo Bpems JedeHuss OILJI onenka
KOaryJiorpaMMbl (OpHEHTUPOBOYHOE HCCIEAOBAHUE CHCTEMBbl T€MOCTa3a), OMpe/IeicHue
AKTUBUPOBAHHOTO  YaCTHUYHOTO  TPOMOOILJIACTUHOBOTO  BPEMEHH,  OIepeieNieHUue
MPOTPOMOMHOBOTO BpEMEHH B KPOBU WJIHM B IUTa3Me, ONPEIEICHHE MPOTPOMOMHOBOTO
BPEMEHH, TPOMOMHOBOT'O BpEMEHH, HCCIeI0OBaHUE YpPOBHS (UOpHMHOTEeHA B KPOBH IS
JTUArHOCTUKHU COMYTCTBYIOIIEH MMaTOJIOTUU U OCIIOKHEHUH, a TAKKE ONPEEICHUS TAKTHKU
conpoBoauTenbHOM Tepanuu [1,2,11].
YpoBenb yoenureabHocTH pekoMenaanuu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 5)
KommenTapuu: Jlabopamopuvie npusHaku  OUCCEMUHUPOBAHHO20 — BHYMPUCOCYOUCHO20
ceepmuiganus ([{BC) u ucmowennoeo ¢ubpunonuza onpedensiromes y 80-90 % nayuenmos [4].
Y nayuenmos ¢ manevwumu npusnakamu xoazyronamuuy Ha dmane UHOYKYUU PeMUCCUU 8Ce

VKA3aHHble NOKA3amenu O0JIHCHbL MOHUMOPUPOBAMbCs edceonesHo. Eciu ecmb 603moocnocme, 6
cucmemy MOHUMOPUH2A YeNeco0OPA3HO BKIIOUUMb MPOMOOILIacmozpaguro.

Pexomenayercs BceM nalueHTaMm IIpy OA03pEHUH U Ipu ycraHoBiieHHOM OILJI, a Taxoke
B XO/JI€ TEPAIU BBIIOIHATH OOIIMHA (KIMHUYECKUI) aHAJIU3 MOYH C YaCTOTOM OT €XKEHEEIbHOI0
JI0 €XKEMECSAYHOTO JJsi AUArHOCTUKH CONMYTCTBYIOLIEH MAaTOJOTUM W ONPEHENICHUS] TaKTHKU
COTPOBOAUTENBHOM Tepanuu [1, 3, 5].

YpoBenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeIbLCTB — 5)

Kommenmapuu: npu Hanuuuu nokazaHutl 8bINOJIHAOMCS 0ONOIHUMENbHbIE UCCIe008AHUSL
MouuU, Hanpumep, 0 UCKTIOYEHUs. UHDEKYUU U YIMOYHEeHUs Muna 6030youmelis - ucciedosanue
moyu memodom Heuunopenko, uccredosanue mouu memooom 3SUMHUYKO20, PA3TUYHBLE
MUKpoouono2uyeckue (KyibmypaibHule) UCcie008aHUs MOYU U MUKPOCKONUYECKOe UCCIe008aHUe

MOYU.

He pexomenayercsi pyTHHHOE MOJIEKYJSIPHO-TEHETUYECKOE HCCIICOBAHNE MYTAallid T'eHA
FLT3 (fms-momoOHas Tupo3uH-kuHa3a-3) B [IK (MonekynspHO-TeHEeTHYeCKOe

uccnenoBanue myrtanuu reHa FLT3 (fmsmomoOHast THPO3MH-KWHA3a TPETHETO THUIIA) B
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kpoBu) Wi KM (MoneKkyIspHO-TeHeTUUeCKOoe HcclieloBaHne MyTamnuu rena FLT3 (fms-
oJ00Hass THPO3MH-KMHA3a TPETHET0 THUIIA) B KOCTHOM MO3T'€) BCEM IMaIllMEHTaM C BIIEPBbIE
nuarHoctupoBanubiM OITJT [2,3].
YpoBenb yoenureabHocTH pekoMenaanuu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeNbCTB — 4)
KommenTapuu: mymayuu 6 eene, kooupyrowem FMS-noooouyro mupozunkunazy-3 (FLT3), npu
OIJI nabnrooaromces uawe, yem npu opyeux OMJI —y 30—40 % nayuenmos. Oonako, xoms
FLT3-mymayuu accoyuupoganvl ¢ bonee 8blCOKUM YUCTOM JEUKOYUMO8 8 MOMEHM OUACHOCTIUKU
OJI, 6 nevenuu enepsvie ouacnocmupogannozo Ol uneuoumopvr FLT3 (LO1E: Hueubumopul

npomeuHKuHa3bz) He UCNOJIb3YIONCAL.

Pexomenayercss BceM MalMEHTaM, JOCTUTIIMM PEMHUCCHH, MPOBOAUTH OIpEACICHHE

skcnpeccud PML-RARA (konudectBennoe) amst orenkn MOB meronom TP kaxbie 2

MecC. B T€UE€HHE MEPBOro roja jJeueHus, 3ateM 1 pa3 B 3 mecslia B TeueHue 2 JIeT mocie
3aBepiieHus koHconuaanuu [1,3,4,12—-14,62].

YpoBenb yoenutejbHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 5)

KomMmeHnTapumu: 06onvHbiM U3 epynnvl HU3K020 pucka (neuxoyumsl 6 Oebrome 3a001e8aHUsA

<10 x 10°/n) npu Oocmuoicenuu uMuU MOIEKYIAPHOU PeMUCCUU  MOHUMOPUHS MOJICHO

ocywecmeJisiinob noJjlibKo 6 mevyeHue nepeoco 2004 1eYeHusl.

Pexomenayercsa wucnonszoBate KM B kauecTBe Marepuana i onpeneneHus MOD,
nockoJbKy uccinenosanue MOb B KM Gosnee 1ocToBepHO (BBILLE YyBCTBUTEIBHOCTD ), YEM
B [IK [14].

YpoBeHb yoenuTeIbHOCTH pexkoMeHaanuii — C (YpOBeHb IOCTOBEPHOCTH J0KA3aTENLCTB — 5)

Pexomenayercs s nanueHToB ¢ [IL[P-mO3UTHBHBIM pe3ynbTaToM, MOMYyYEHHBIM MOCIE
KOHcoNMaanuu, uccienoBanne KM (IuTOJIOrHYECKOe HCCIeOBAHWE Ma3Ka KOCTHOTO
Mo3ra (MmmenorpamMma) u ompeaencHue 3kcrpeccud PML-RARA (konuwdecTBeHHOE))
MIOBTOPUTH CIYCTs 2 Henenu (KeIaTelbHO Kak B MECTHOH, Tak U B pedepeHc-1abopaTopuu
JUTSI TIOJTyYEeHHSI HE3aBHCUMOTO pe3yJibTara) [2,4].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuu — C (YPOBeHb I0OCTOBEPHOCTH J0KA3aTeNLCTB — 5)

Pexomenayercsi Bcem manuentam ¢ OINJI ¢ momo3peHneM Ha 3KCTpamenyJUIIpHOE
nopaxkeHue (neiikemus, oOBEeMHBIE 0O0pa3oBaHMs) TIPOBEICHHE OWOICHUU C
OUTOJIOTUYCCKMM U THUCTOJOI'MYECKUM MHCCICIJOBAHUEM ouormrara Inpu ycjioBuu

KOPPEKITUU TUIIOKOATYJISIUU U TpoMOonuTonennu |[1,3,5].
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YpoBenb yoeauTeabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5)

Kommenmapuu: naubonee 4uacmo blnoIHAEMCA CHUHHOMO320845 NYHKYUS C
YUMONO2U4eCKUM UCCIeO08AHUEM KIeMOK CHUHHOMO32080U HCUOKOCMU,
OPOHX0ANLEEONAPHBII 1ABANC C YUTNOLOLUYECKUM UCCIe008AHUEM LABANCHOU HCUOKOCMU,
0O0HAKO NO NOKA3AHUSIM MONCEM GbINOJIHAMbCSL OUONCUSL 106020 OOCIMYNHO20 OP2aAHA U
MKAHU C NOCTEOVIOWUM YUMOTIO2UYECKUM OCCLe008AHUEM, 8 MOM YUCLe — MUKPONpenapama
MKaHel noi1ocmu pma, nepumoHeaIbHoOU HCUOKOCMU, MUKPONPENApama Kodlcu, npenapama
mKauet umghoysia, buonmamos onyxoietl, Onyxoieno00OHbIX 00paA308aHUll Kocmell,
MKaHel newexu, mKanetl moicmoul KUWKY, acnupama u3 noioCmu MamKu, mraHetl
e1azanuwa, mKameu MamKu, mKaxel npeocmamensHou JHeessl, MmKaHel AUYKd, NOYKuU,
MOUe8020 NY3bIpsl, NYHKMAMO8 U OMNEYamKko8 OUONmMamoes onyxoiei 3a0prouuHHO20

npoCmMpaHcmaa.

Pexomenayercst BceM MalMeHTaM IpU MOA03pEHUH U Npu ycraHoBiaeHHOM OILJI, a takxke B
X0/le Tepamuu ¢ 4YacToToh 1 pa3 B 3—6 MecAleB MOJEKYIIPHO-OHOIOTMYECKOe
UCCIIeIOBaHUE KpOBM Ha BUpYC HMMyHojaedunuta dyenoBeka BUY-1 (Human
immunodeficiency virus HIV-1) nns yTOYHEHHS HEOOXOJAMMOCTH OJHOBPEMEHHOTO
IIPOBEJEHUS IPOTUBOOITYXO0JIEBOI U aHTUPETPOBUPYCHOM Tepanuu [2,15].

YpoBenb yoenuteJbHOCTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH I0KA3ATEJbCTB — 5)

Pexomenayercst BceM MMalMeHTaM IIpyU N10A03pEHUH U Npu ycraHoBiaeHHOM OILJI, a takxke B
Xole Tepanmuu € 4YactoTod 1 pa3 B 3—6 MecAlEeB BBINOJHEHUE MOJEKYJSIPHO-
OMOJIOTMYECKOT0 HCCIEeOBaHUs KpOBM Ha Bupyc renaruta B (Hepatitis B virus) u
MOJICKYJIIPHO-OMOJIOTUYECKOTO HcclenoBaHusl KpoBu Ha Bupyc remaruta C (Hepatitis C
Virus) ¢ LeNbl0 YTOYHEHHS DPHUCKAa PEAKTUBALMM BHPYCHOIO remaTtuTa U B ciydae
HEO0OX0MMOCTH — €€ npodunakTuku [2,16,17].

YpoBeHsb yoeaquteabHOCTH pekoMeHAanuu — C (YpoBeHb JOCTOBEPHOCTH J0KA3aTEJIbCTB — 5)

Pexomenayercst BceM nanueHtaM npu nogo3peHun Ha OIUI, a Takxke B ciaydae pa3BUTHA
peuuauBa u nocise BbinosHeHus: awio-TI'CK onpenenenne oCHOBHBIX I'pyHI KPOBH IO
cucreme ABO u omnpenenenue antureHa D cucrembl Pesyc (pesyc-dakrop) mis
BO3MO>XHOCTH BBITTOJIHEHUSI 3aMECTUTEIbHON FEMOKOMIIOHEHTHON TEpaIuy MpU HAJIUNYUU

MOKa3aHMil 10, BO BpeMsl WJIHM Tocie Tepanuu [2,18].
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YpoBenb yoenuteJbHOCTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH I0KA3ATeJbCTB — 5)

Pexomenayercss BceMm mnaunueHtaMm c peunauBom OIIJl mocne noctukeHUss BTOpPOM H
MNOCIIEIYIOIUX PEMUCCUM, MNallMeHTaM C IEpPCUCTEHIMEH XHWMEpPHOTO TPAaHCKPHIITA
PML/RARA, a taxxe ux cubaunram omnpeneneHue HLA-aHTUT€HOB M KOHCYJIbTaLUs B
TPAHCIJIAHTALIMOHHOM LIEHTPE C LIEJIbIO ONPEAeTIeHUS 11e1IeCO00Pa3HOCTH U BOZMOKHOCTH
BBINIOJIHEHUS ayTo- win aimno-TI'CK [1-3,5].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YPOBEHb IOCTOBEPHOCTH J0KA3aTeNbCTB — 5)

2.4. UHCTpYMEHTAJIbHbIE TUATHOCTHYECKHE HCCIIETIOBAHMS

PexoMenayercsi BceM manueHTaM Ha MoMeHT amarHoctuku OIUJI m B xome Ttepamuu
BBITIOJIHATH PEryJISIPHO (IIPH JICYCHUHU MBIIIbsKa TPHOKCUIOM — HE pexe | pa3a B Henelo
B nepuo uHaykuuu pemuccun (MP), mamee — 1 pa3 B 2-3 Hemenu) perucrpaiuio,
pacmmpoBKy, ONMUCAHUE ¥ MHTEPIIPETALHUIO JIEKTPOKAPANOTPAPUUECKUX JaHHBIX JUIs
BBISIBIICHUS] W/WJIM MOHMTOPWHIA HAPYLIICHUHA MPOBOJMMOCTH HUMITYJIBCOB B CEpACYHOMN
MBIIIIE Ui CBOEBPEMEHHOW JMAarHOCTUKH CHHAPOMA y/UIMHeHHoro (QT7-WHTepBaia.
[IpeanouturensHo otcnexxuBanue QTcF [19,20].

YpoBenb yoenuteJbHOCTH pekoMeHaanuu — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATeJbCTB — 4)

Pexomenayercsi Bcem naruentam ¢ OITJI no Hagana cnenupuveckoil Tepanuu, a TakxKe B
X0l JICYEHHUS €eXEeMEeCS4YHOe (C Y4YEeTOM HalU4Ms COIYTCTBYIOUICH IMaTOJOTMU U
KJIIMHUYECKOM CHUTyallMd MOKET OBITh 4Yallle), a TaKXe MPU HEOOXOAMMOCTH B Jt00O0M
MOMEHT B T€UEHHUE BCETO MEPHOA JICUEHHUS BBINOIHEHUE YXOKapAUorpapuu IJis OLIEHKH
(YHKIIMOHAJILHOTO COCTOSIHUS CepAeUHOM MbIIs [2,20].

YpoBeHb yoenuTeIbHOCTH pexoMeHaanuu — C (YPOBEHb IOCTOBEPHOCTH J0KA3aTENLCTB — 5)

Pexomenayercsi Bcem mnamuentam ¢ OIUI no Hauvama crnemuduueckoil Tepamuu, B XOJe
JIeYeHusl C 4YacToToi oT 1 paza B Mecsll Wi pexe (C y4eTOM HaJIMYUsl COMyTCTBYIOLIEH
[aTOJIOTUU U KIMHUYECKOM CUTYalluu), a TaKKe IpU HEOOXOIUMOCTH B JIFOOOH MOMEHT B
TEYEHHE BCEro IMepuojAa JICUECHUS BBIIIOJHEHUWE pEHTreHorpaduu JEerKuX W/Win
KomrbroTepHoit ToMorpaduu (KT) opranoB rpy/JHOM [TOJIOCTH IS BBISIBJICHUS U3MEHEHUH
JIETOYHOM TKaHW U OPraHOB cpeocTeHus [2,4].

YposeHsb yoequTeabHOCTH pekoMeHAanuu — C (YpoBeHb JOCTOBEPHOCTH J0KA3ATEJIbCTB — 5)

Pexomenayercsi Bcem manumeHTam ¢ OIUI ngo mawama cnenududeckoil Tepanmuu, B XOJe
JieUeHUusl C 4acToTod oT | pa3a B Mecsll U pexe (C yueTOM HaIUYHUsl COMyTCTBYIOILIEH

NaTOJIOTUU U KIMHUYECKON CUTYaIlH), a TAKKE P HEOOXOIUMOCTH B JIFOOOH MOMEHT B
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TEUEeHHUE BCEro nepuoza yiedeHus BoinogHeHre KT ronoBHoro mosra 6e3 KoHTpacTa s
BBISIBIICHUS U/WJIM MOHUTOPUHTA U3MEHEHUH B CTPYKTYpax roJIOBHOTO Mo3ra [2,4].
YpoBensb yoeauteabHocTH pekoMeHAanuu — C (YpoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5)
Kommentapuu: KT conoenoco mosea npu OIJI Hado 8binoansams ecem nayueHmam 6 nepsvie OHu
OUACHOCTUKU, MAK KaK MO2ym Oblmb beccumnmomuvle UHMPaKpanuaibhvle Kposousnuanus. Ilpu
NosABNEeHUU 20N06HbIX 0O0/el, MEHUH2UIMA, COHAUBOCTU, 3A2PYAHCEHHOCMU HA ¢hone mepanuu
pemunoudamu KT 20106v1 binonnsemcs 00643amenvHo, a CRUHHOMO3208d5 NYHKYUSL GbINOIHAEMCSL

nocine KT (eciu nossonsem konuuecmeo mpomooyumos).

Pexomenayercsi Bcem manumeHTam ¢ OIIJI go nHawama creuu@uyeckoil Tepanuu, B XOJe
JICUEHUs C 4acTOTOM OT 1 pa3za B Mecsil WK pexke (C y4eTOM HaIM4usl COMyTCTBYIOLIEH
NaTOJIOTUU U KIMHUYECKON CUTYaIlH), a TAKKe P HEOOXOIMMOCTH B JIFOOOKH MOMEHT B
TEUYEHHE BCEro IMEepHoja JICUeHHUs BBINOJHEHUE YJIbTpa3ByKoBoro uccienopanus (Y3U)
OpraHoB OpIOUIHOM TMOJIOCTH (KOMIUIEKCHOTO) C OIpeNeNieHHeM pa3MepoB TICUCHH,
CEJIE3eHKH U BHYTPHUOPIOUIHBIX JUMQpATHUECKUX Yy3JI0B, a Takke Y3UW opraHoB manoro
Taza KOMIUIEKCHOTO (TPaHCBarMHAJbHOTO W TPAHCAOJOMMHAIBHOTO) Y JKEHIIMH U
IIPEACTATEIbHOMN JKEeIe3bl Y MYKUUH JJI1 JUArHOCTUKU U MOHUTOPUHIA COITYTCTBYIOILEH
nartoJyioruu [2,4].

YpoBenb yoenuteJbHOCTH pekoMeHaanun — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5)

e Pexomenayercsi BceM nauueHtam ¢ OMJI Ha 1r000M 3Tare JUarHOCTUKM U JISYEHUsI IpU
HAIMYUU KIMHUYECKUX TIOKa3aHUM MpPOBEICHHE HEOOXOIMMBIX WHCTPYMEHTAIbHBIX
UCCIeIOBaHUN  (JIApUHTOCKONHS, OpPOHXOCKOMHMSI, TPAXCOCKOIHUs, TOPAKOCKOIHS,
330(haroracTpo/IyoJJeHOCKOIHS, KOJIOHOCKOIHS, IIUCTOCKONUS M JPYTHX) U1 YTOUHEHUS
TUIIA IOPa)KEHUS U KOHTPOJIA JeueHus [2, 4].

YpoBenb yoenurTeabHocTH pekoMeHaanun C (YypoBeHb 10CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

2.5. UHble JHATHOCTHYECKHE HCCIEI0BAHNS

Pexomenayercs BceM MalMEeHTaM C MOJO3PEHUEM Ha dKCTpameayJuIsipHoe nopaxenue mpu OILI
BBIMOJIHEHUE OWONCUM 00pa3oBaHUS W MATOJIOrO0AHATOMUYECKOTO HCCIIECAOBAHUS C
MIPUMEHEHHEM UMMYHOTHMCTOXMMHUYECKUX METOJIOB Ui Bepuukauuu auarsosa [1-3,5].

YpoBeHns yoeaquteabHOCTH pekoMeHAanuu — C (YpoBeHb JOCTOBEPHOCTH J0KA3ATEJIbCTB — 5)

e Pexomenayworcsa Bcem nanueHtam ¢ OIUI mpu Hanmvumy mOKa3aHWM W OMpPENEICHUU

COHYTCTByIOIJ_[eﬁ MaToJIOrnun (C KOMOp6I/I,[[HOCTBI-O, KOTOpad MOXCT IIOBJIMATH Ha BBI60p
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IporpaMMbl IIPOTUBOOITYXOJIEBOM Tepanuu), Ha JIF00OM 3Tare JAUAarHOCTUKU M JIEYEHUs
npueM (OCMOTp, KOHCYJIbTAIlHsI) COOTBETCTBYIOIIETO Bpaya-ClieuancTa (Bpaya-xupypra,
Bpaua-cepJIe4HO-COCYIUCTOr0 XUPYpra, Bpada-KapAuojora, Bpaya-HEBPOJIOTa, Bpayda-
Helpoxupypra, Bpaua-OTOPHHOJIAPHHOJIOrA, Bpada-oranbpMoiiora, Bpada-yposora,
Bpaua-Hedposora, Bpayva-KOJIOIPOKTOJIOTA, Bpayva-3HA0KPUHOJIOra, Bpaua-
yJIBMOHOJIOTa, Bpada-(GpTU3HaTpa, Bpadya-raCTpoIHTEPOJIOra, Bpaya-1epMaTOBEHEPOIIOra
Bpaua-CTOMaToJIOra-TepaneBTa, Bpada-cTOMAroyIora-Xupypra, Bpayda-TpaBMaToJora-
opToInea, Bpaya-Icuxuarpa v Ap. - IEpBUYHBIN U TOBTOPHBII ), BCEM KEHIIIMHAM — [IPUEM

(ocMOTp, KOHCYNIbTALMA) Bpaya-aKylliepa-ruHeKoJIora NepBUYHbI [1].

YpoBensb yoeaureabHocTu pekoMenaanuii — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB —

5).
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3. JledueHue, BKJIIOYAs MeIUKAMEHTO3HYI0 1 HEMEIUKAMEHTO3HYI0 Tepanuu,
AMEeTOTepanuio, 00e300JMBaHue, MeTUIIMHCKUE TOKA3AHUSA

H NPOTUBOINOKA3AHUA K NPUMECHCHUIO METO/A0B JICUCHUA

HasnaueHne u TpUMEHEHHE JIEKQpCTBEHHBIX MPEMaparoB, YKa3aHHBIX B KIMHHYECKOM
PEKOMEH/Ialluy, HampaBlIeHO Ha oOecreyeHue MalMeHTa KIWMHUYECKH H(PQPEKTUBHOH WU
0e301acHOI MeJUIIMHCKOM ITOMOIIIBIO, B CBSI3H C YeM UX Ha3HAUYCHHE U IPUMEHEHHE B KOHKPETHON
KJIMHUYECKOW CUTYallud ONPEAEIsIeTCS B COOTBETCTBHUM C WHCTPYKIMSIMHU I10 HPUMEHEHHIO
KOHKPETHBIX JICKAPCTBEHHBIX NPEMapaToB ¢ pean3alyeil MpeaCTaBIeHHbIX B HHCTPYKIIUNU Mep
MIPEJOCTOPOKHOCTH MIPU UX MPUMEHEHHUH, TAK)KE BO3MOXKHA KOPPEKIIHS 103 C YUYETOM COCTOSHUS
TaIMeHTa.

CXEMEI JICUCHHS C YKa3aHHUEM PCIKUMOB NO3UPOBAHUA — CM. IIPHUIIOKCHUC A3l

3.1. OcHoBHBbIe npuHIMIGI Jeyenus OIJI

Pexomenayercss malMeHTaM IPU BO3HUKHOBeHHH mnoao3peHuit Ha OILI xiaumHHUYECKy o
CUTYaLMIO U JII0ObIe AEWCTBUS B OTHOLICHUH NAIlMEHTa paclieHUBaTh KaK HEOTJIOKHbBIE U
HEe3aMeJTUTENbHBIE, B TOM YHCJIE 10 TEeHETHUECKOTO MOATBEPKICHHUS IUarHo3a HAYuHATh
CONPOBOJUTENIHYIO ~ TEpanuio, HalpaBlIE€HHYI0 Ha KOPPEKIHUI0 TreMocraza, H
CrenupUIECKyI0 TEPANHI0 #TPETUHOMHOM** B 103¢ 45 Mr/M?> B CyTKH [0 IIOJHOM
pemuccuu (cMm. pazaen 3.2. «IlepBuuHbie AEUCTBUS MO MPOBEICHUIO COMTPOBOAUTEIHLHOMN
TEpaNuy Npyu noxo3peHun Ha quarnos OIUI» u pasnen 3.3.3. «Jleuenue koarynonaTum»)
[1-3,5,37].

YpoBenb yoenutebHOCTH pekoMenaanun — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJbCTB — 5)
KommenTapuu: xomsa cywecmgyem 00wyl KOHCEHCYC 6 OMHOWEHUU HeoOX00UMOCmuU
MONEKYNAPHO-2eHeMU4ecko2o  noomeepxcoenuss  ouaenoza  OIUI,  oughghepenyupyrowas
(mapeemnas) u conpogooumenvHas mepanus OOMNCHbL ObiMb Hawamel 00 NOJYYeHUs
pe3yibmamos ceHemuyeckux mecmos. Heobxooumo yuumwsieams nobvle nodospenus na OILI:
Hamuuue y nayueHma maxceiou Koa2yionamuu, 2emoppasuieckoz0 cCUHOpoma, JeuKoneHuu,
XapaxkmepHou Mopgonocuueckol KapmuHvl O1ACMHBIX KIemoK. Bo écex maxux cuyyasx ciedyem
HauuHamv mepanuto  #mpemuHounom** nemeonennHo u npodondxcamsv ee 00 MOMEHMA

nodmeepofcdenuﬂ ouazsHo3a Ui e2o ONPOBEPIHCEHUSL HA OCHOBE CEHEMUUECKO2O UCCIed08aHUs.

Pexomenayercsi mnamueHtam ¢ BepuduuupoBaHHeiM OII  mHAyKIMOHHas Tepamus,
BKJIIOYAOIIAs COYETAHHOE NMPUMEHEHHE H#TpETMHOMHA** B 03¢ 45 MIr/M> B CyTKH H
AHTPALMKIMHOB C IIUTapaOMHOM** mim 6e3 Hero (CTaHAapTHBIN noaxo, cM. [Ipunoxenue

A3.1. [IpoToKoJIbl JIeYeHHUS OCTPOTO MPOMUIIOLIUTAPHOTO CHHApoMa: cxema seueHust OT1LJT
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no mnporpamme AIDA/mAIDA) nubo TpernHoMHa** W MBIIIbSIKA TPUOKCHIA
(ampTepHatuBHBI TOAX0A, cM. llpunoxkenue A3.1. IIpoTokonbl nedeHUsS OCTPOTO
npommionutapHoro cuaapoma: Cxema nedenuss OILI mo mporpamme ATO + ATRA) [1-
3,5,37].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: gcem nayuenmam He3agucumo om uHUYUaIbHo20 aetxoyumosa kypce XT donoicen
ObImb Hayam He nosoHee 3-20 OHA om Havana jeyenus: #mpemunouna™*. I[layuenmam c yuciom
netixoyumos >10 x 10°/1 Kypc npomueoonyxonesubimu npenapamam HaYuHaion 0OHOMOMEHMHO
¢ #mpemunounom™*. OnmumanvHoim Ouwem Hauana xypca XT Onsa nayuewmos ¢ HUCIOM
neukoyumos <10 x 10°/n mosicem cuumamocs 2-1i denb om nHauania npuema #mpemunouna*¥*,
NOCKOILKY K 9MOMY 8peMeHU Yoice 001dceH Obimb noomeeparcoer ouazno3 Ol u eéeposmuocmo

Pa3eumusi panHe20 pemuHOUOH020 CUHOPOMA KpaliHe Maud.

3.2. IlepBHUHbIE ICHCTBHS 110 MPOBEIEHNI0O CONPOBOANTEIbHONH TEPANHU IPU MOA03PEEHUH

Ha quaruos OILJI

ConpoBoaurte/ibHasi Tepanus, HANPABJIEHHAS] HA KOPPEKLMIO reMocTa3a

Buympumoseosvie kposousnusHus, ne2ounvie U Opyaue KpOoBOMeueHUs: SGIAI0MmCs
yacmeimu dcusneyepoxcarowumu ocroxcuerusmu OILJl ecnedcmeue 2pybwix KOA2YyIAYUOHHBIX
HapyuweHuu. Imu 0CI0HCHEHUsI He MOJIbKO CIMAHO8AMCS Haubojee 4acmoi Npu4UHOU cmepmu Ha
PAHHUX 9Manax uHOYKYUOHHOU mepanuu, Ho HEPeOKO PA3BUBAIOMCs 00 YCMAHOBIeHUsI OUACHO3A

OIlJI u nauana mepanuu [21,22].

PexoMeHnayercss BCeM IAlMEHTaM HA4ajlo COIIPOBOJIUTEIBHOM TEpaluu, HAIPABICHHON Ha
KOPPEKIMIO KOaryJomnaTH, HAYNHATh HEMEUICHHO NIPW MUHUMAJIBHOM ITOI03PEHUHU Ha

OII [23,24].
YpoBeHb yoenuTeabHOCTH pekoMeHAaluu — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)
KommenTapuu: mepanus 0ondxicHa 6xkmouams MpaHcOy3uu Ceeince3amMopotCeHHOU NiaA3Mbl
(C311), Kkpuonpeyunumama, KoHYyeHmpama mpomoOoOyumos Oiisi NOO0ePIHCAHUS  YPOBHS
Konyenmpayuu Quopunozena >2 2/n u koiuvecmea mpomboyumos >50 x 10°/n. Monumopune
amux noxazameieil 00JIHCeH 8bINOIHAMbCA NO Kpatinell mepe 1 pa3z 6 deHv (npu Heobxooumocmu
— yawe). Taxas mepanus 00NHCHA NPOOOINCAMBCA 8 MedeHue 8ce20 Nepuood UHOYKYUOHHOU
mepanuu 00 UCYE3HOBEHUs 6CeX KIUHUYECKUX U J1aDOpaAmMOPHbIX NPUSHAKOS KOA2YIONAMUL.
Cnedyem obpawjams 6HUMAaHUe Ha (HAKmMopvl, NosvllualOwUe PUCK pazeumusi GamanbHbix
KPOBOU3NUAHUL U KpOBOMedeHUU. Dmu (pakmopwbl credyrowue: yice cocmosasuieecss U akmueHoe
KposomeueHue, cunogudpunocenemus (<I,0 2/n), nosvluenue yposHs npooykmos oezpaoayuu

Qubpuna umu D-Oumepos 6 couemanuu ¢ yseauveHuem NpompoMOUHOB020 BpPeMEeHU Ul
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AKMUBUPOBAHHO20 YACMUYHO20 MPOMOONIACMUHOB020 8DEMEHU, A MAKMCe 2UNEPleiuKoOyUumos,
Hanuuue Onracmuvix kiemok 6 IIK, 6bicOKuil yposenb KpeamuHuHd, HI0XOU COMAMudecKull
cmamyc. Cnedyem uzbecamv Kamemepusayuu YeHMpaibHbIX 6eH, CHUHHOMO3208bIX NYHKYUU U
Opy2ux UHBA3UBHBIX NpoYedyp (Hanpumep, OPOHXOCKONUL) neped HAYAIOM Mmepanuu U 8 nepuoo
UP 6 c6a3u ¢ 6blcOKUM puckom cemoppazudeckux ocioxcuenull. Ilpoeedenue unmpamexanoHot
Xumuomepanuu U UHBA3UBHLIX MemOOOM 00C1e008aHus U JedeHus mpedyem noo0epHCanHus
konuwecmea mpomboyumoe >100 % 10°/1. Yemanoeka yenmpanvnozo 6eno3nozo kamemepa
O0JIIICHA  BLINOTHAMBCS. ONBIMHBIMU 8PAYAMU  MOJLKO NOCAe KOPPEeKYuu KOa2yIAYUOHHBLX
napywenuu. Kpome moeo, npoxoacynayuonunsii cmamyc npu OILJl moocem He moavko
NpUBOOUMb K YBEIUYEHUIO PUCKA 2eMOPpPASUYecKUX OCIONCHEHUU, HO U YBeIUdusamv pPuck
mpom60308. Ilpeumywjecmeo om UCNONbL30BAHUA 2enapuna Hampusa™**, — mpanexcamosoll
kuciomul**,  amunoxanponogoti  xuciromel ¥, Opyeux  ammuxoacynsinmoe  (BOIA:
Aumumpombomuueckue cpedcmea) uiu UHeUOUMoOpPos GuUOPUHOIU3A CHOPHO U He 00KA3AHO, U
MU npenapamol He OOMHCHbL UCNONb308AMbCS 6He KIUHUYecKux ucnvimanuti. Ecmv maroice
COO0OUeHUS O CYUAAX UCHONb30B8AHUS PEKOMOUHAHMHO20 hakmopa ceepmbiéanus Kposu VII** g

caydae maxceno20, HCusHey2poxcaoujeco kpogomeuenus [25,26].

3.3. JleueHne NAIMEHTOB ¢ BIEPBbIE YCTAHOBJIEHHLIM guaruno3om OILL

3.3.1. Cnenuduyeckas (TapreTrHas, uejeHanpapjeHHasi) Tepanus HHAYKIUN PEMUCCHH

Pexomenayercs nanueHTam ¢ BrepBble BbisiBIeHHBIM OILJI Tepamnus WHIYKIIMH pEMUCCHH,
MPEICTaBIIAIONIAs CO00M OMHOBpEMEHHOE MpuMeHeHue AU EPEHIIUPYIONIETO JICUCHUS
(#rpetunouu** B gm03e 45 Mr/M? B CyTKH) M IIMTOCTaTHYECKOIO BO3JIECHCTBUS,
BKJIIOUYAIOLIET0 BBICOKUE J03bl aHTpauukiInHOB (LO1DB: AHTpanukiuHel U pOJACTBEHHbIE
COEAMHEHUs) U LuTapabuHa** (MoryT npumeHsaThses pexumsl AIDA, 7 + 3 unu npyrue —
cM. mpuwiokeHne A 3.1.) s ONTHUMAaNbHOM Tepanmuu M JOCTHKEHHUS XOPOILUX
pe3yabTaToB JedyeHusd [27,37].

YpoBeHb yoenuTeabHOCTH peKOMeHaauuu — A (YPOBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 2)
KommenTapuu: cawvle nepgvlie panooMusupoaHmvie UCCIE008AHUSL NO  COYEMAHHOMY
npumenenuio #mpemunouna™* u XT nokasanu 6e3ycionble npeumywecmsea 0aHH020 nooxood
nepeo cmaunoapmuou X1: ¢panyysckas epynna npooemMoHCmpuposana 8 paHooMUu3Upo8aHHOM
uccneoosanuu APL-91, umo npoyenm oocmudicenus pemuccuu 6 epynne, eoe ¢ XT npumensanacey u
#mpemunoun™*, cocmasun 91 % 6 cpasenenuu c¢ 81 % 6 epynne XT. Ananuz 0on2ocpoyHoll
apexmuenocmu 1euenus IMuX KHce NayueHmos NOKA3ail, 4mo demsvlpexiemHsis 0eccooblmuiinas
8bIJHCUBACMOCTIL NAYUEHMO8, KOMOpbIM nposoounace X1 coemecmuo ¢ #mpemunounom ™,

cocmasuna 62 % 6 cpasuenuu ¢ 15 % y nayuenmos, y komopwix oviia moavko XT (p <0,0001)

25



[28]. Oonosnaumvix scecmrux pexomenoayuti no evioopy npoecpammsi X1 nem. Borvuiuncmeo
uccnedosamenell CKIOHAIOMCA K NPUMEHEHUIO PUCK-A0anmupo8aHHO20 UCNAHCKO20 NPOMOKOLA
AIDA, nockonbKy npu 00uHaKo80u 3(hheKmueHocmu y He2o CyujecCmeeHHo MeHblue nokasamenu

mokcuunocmu. [27].

Pexomenayercs nanuentam ¢ OIJI Hu3koro prucka npu HaIMYUU BO3MOKHOCTH IPUMEHEHHE
B WHIYKIIMOHHOW Tepamuyu KOMOWHAIIMM TPETUHOMHA®™* W MBIIIbSKAa TPUOKCHUIOM (CM.
[Tpunoxxenue A3.1. [IpoTOKOIIBI JIEUEHUSI OCTPOTO MTPOMUIIOIUTAPHOTO CHHApOoMa: Cxema
neuenust OITJI mo mporpamme ATO + ATRA)) [27].
YpoBeHb y0equTeIbHOCTH peKOMeHAalNU — A (YPOBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 2)
Kommenrapuu: yacmoma oocmudicenus I[IP 6 5mux KiuHu4eckux uccie008anusx, OyeHu8aeuiux
aghpexmusrnocms mepanuu MvllbAKA MpUoKcuoom, eapvuposaia om 86 oo 95 %. Oouaxo
cedyem ommemumy, Ymo MblibsAKA MPUOKCUO COYEmAcs ¢ mepanuel mpemuHouHom ™** u/umu
XT. [30-34].
TlockonbKy MbluibaKa MPUOKCUO CIATU WUPOKO NPUMEHSAMb 8 Kauecmee mepanuu Kaxk 2-u, max
u I-u aunuu y nayuenmos ¢ OIlJI, mo nobounvim 2¢hghexmam, 8o3HUKAIOWUM BCleOCmEUE €20
UCNONIL308AHUSA, NOCMOSHHO YOelsiom cyujecmeeHnoe sHumanue. K cepbe3HblM 0CN104CHeHUsM
omuocam cuHopom ouggepenyuposxu onyxoaesvix kiemok OILlJI, pazeumue eunepnetikoyumosa,
yonunenue QT/QTc-unmepsana, nepugepuueckyro noauHeuponamuio, noBpeicoeHue neweHu u

nouex [33,34].

PexomeHayeTcst TIPOJOJDKUTH JICUCHHE #mpemunounoM™** 10 KOHCTaTallMH IOJHOM
remaToJioruueckou pemuccuu [1-3,5].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuu — C (YPOBEHb IOCTOBEPHOCTH J0KA3aTENLCTB — 5)

He pexomenayercsi MEHATh CTaHJAPTHYIO HHAYKIMOHHYIO TEPAINUI0O B 3aBUCHMOCTH OT
BBISIBJICHMSI MapKepoB, KOTOPbIE pacCMaTpUBAIOTCS Kak (DaKTOpbl HEOIaronpusiTHOTO
IporHo3a (Takue Kak BTOPUYHBIE XPOMOCOMHBIE HapylleHUs, MyTauus B rexe FLT3,
skcripeccust CD56 u ber3-Bapuant tpanckpunrta PML/RARA) [1-3,5].

YpoBens yoeguteabHOCTH pekoMeHAanuu — C (YpoBeHb JOCTOBEPHOCTH J0KA3ATEJIbCTB — 5)

He pexomenayercsi MOAU(PUIIUPOBATH JICUCHHUE, OCHOBBIBAACh HA OOHAPY>KEHUU OJACTHBIX
kietok B KM, naxe Ha 50-if u Oonee aeHb JedeHus (MO3AHSAS TEpMUHAIbHAs
Qg QepeHInpOBKa) U TPU BBISABICHHN XHMEPHOTO I'eHa ¢ MOMOIIBIO IUTOr€HETHYECKOTO
WJIM MOJIEKYJISIPHOTO aHallu3a B 3TH ke cpoku [1-3,5].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuu — C (YPOBEHb I0OCTOBEPHOCTH J0KA3aTeNbCTB — 5)
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Pexomenayerca nanuentam ¢ OILI ¢ BapumaHTHOW TpaHCioKauued, otauyHod or PML-
RARA, nmpoBoauTh JIe4eHHE H#TPETUHOMHOM** W/WJIM MBIIIbSIKA TPUOKCUIOM TOJIBKO MPU
HAJIMYUU YyBCTBUTEIBHOCTH K IaHHBIM IpenapaTam [1].

YpoBenb yoenureabHocTH pekoMenaanuu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 5)
Kommentapuu: cinydyau OIUI ¢ BapuanTHON TpaHcnokauuen kpaitHe peaxu. Ecau mns OIUI ¢
Tpancinokanued ZBTB16-RARA 3apeructpupoBaHo uyte Gosee 30 ciaydaeB, TO KOJUYECTBO
ONMCAHUN OCTaJbHBIX MCUUCHAETCS eAMHMLAMU. [lodTOMy TakTHMKa MHPOTHUBOOITYXOJIEBOM M
colnpoBoauTeNnbHON Tepanuu Uit BapuHaTHEIX OILJI paspaborana cnab6o. MoxxHO cka3aTb, YTO
HCIIOJIb30BAHUE TPETHHOMHA M MBbIIIbSIKAa TPUOKCUAA SBIJISETCS ONPABJAHHBIM TOJBKO IpPH
HAIUYUU K HUM YyBCTUTENbHOCTU. [IpM Hamuuuu pe3UCTEHTHOCTH TMalMeHTaM JOJKHA
paccMaTpuBaThCsl Tepanusi Ha OCHOBE IPUMEHEHUS BEHETOKJIAKCa W TUIIOMETHIMPYIOIIUX
npenaparoB. Hampumep, ommcansl ciydan sddexruBHoctr Tepanuu OINJI ¢ TpaHcnokamuei
RARA::HNRNPCP2, RARA: THRAP3, PLZF-RARA BCHETOKIAKCOM B COYCTAaHHU C
rUnoMeTwiInpyomniei repanuei, npu tpanciokauu STATSB::RARA — coueTanusi BeHETOKIIaKca
U XUMHOTepanuu. Takxke ecTh COOOLIEHHS O BO3MOXKHOCT JIOCTH)KEHUS IMOJIHOW PEMHCHU TPH
OIUI ¢ tpancnokanueir ZBTB16-RARA npu ucnonb30BaHUM MOHOTEpANMU BeHETOKIakca [153-
157]. Jannple o uyBcTBUTEnbHOCTH OIIJI ¢ BapuaHTHBIMM  TpaHCIOKALUAMU K

muddepeHnnpyroei Tepanui IpeICTaBIeHbl B IPIWIOKEeHNH A 3.5.

3.3.2. JIeyeHue KoaryJonaTuu

Pexomenayercsi mauueHtam ¢ BepuduuupoBanusiM OIIJI B mporecce HMHIYKIHOHHOM
TEparnuyu NPUMEHSTHh TPAHC(PY3MOHHYIO TEpamuio KOHLEHTpAaTaMu TPOMOOLMUTOB JIs
HOIEPKAHKS YPOBHA TPOMOOIIUTOB KpoBU >50 x 10%/1 u C3II/KprONpenumMraToM ajis
nojiepkaHusi ypoBHsi pubpuHorena >2 r/a, mporpomObunoBoro uaaekca — >70 % [131,
132].

YpoBens yoeauteabHocTH pekoMeHaanuu — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
Kommenrapuu: ucnonvzosanue #mpemunouna™®* ne ommenunio azpeccugHoll 3amecmumenbHou
mepanuy KOMNOHEHMAaMU KpOGU, a JUldb HECKOJIbKO YMEHbUUIO 00beMbl UCNONIb3YeMblX

Mpauc@y3UoOHHbIX CPeOCmS.

He pexomenayercsi uCHOJB30BaTh B PYTHMHHOM MpaKTUKE TeENapUH  HATpUsS*™*,
TPaHEKCaMOBYIO KHUCIOTY™*, npyrue aHTHKOAryJsiHThl MJIM UHTHOMTOpPBI (GHUOpHUHONIN3A,
TaK KaK UX IPEUMYIIECTBO OCTAETCs CIOpHbIM [1-3,5].

YpoBenb yoenutebHOCTH pekoMenaanun — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 5)
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3.3.3. JleueHue rumnepJieiikonuTO3a

Pexomenayercsi mnanueHtam ¢ BepuduuumpoBanasiM  OIJI ¢ rumepiedkoruTo3om
(netikonmTel  Gomee 50 x 10%m) ma Qome mnporpammel XT Hauano BBEIEHUE
AQHTPALMKIMHOB C TIEPBOTO JTHS Tepanuu #rpeTuHonHoM™** [1-3,5,35].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YPOBeHb I0CTOBEPHOCTH J0KA3aTENLCTB — 5)

Pexomenayercsi mnanuventam ¢ BepuduuumpoBanHeiM  OIUUI ¢ runeprielkonuTozom
(netixonuTel Gonee 50 x 10°/1) ma ¢one mporpammel XT mposenenne muasMadepe3os
(mazmaobmenos go 1,5-2 i) [1-3,5].

YpoBeHnsb yoeauteabHOcTH pekoMeHAannu — C (YpoBeHb JOCTOBEPHOCTH 10KA3ATEJbCTB — 5)
KomMmenTapuu: swvinonnenue niasmagepe3os nokazamo He moiabKo 6 Kauecmee npoyeoypbl,
HAnpaeneHHol Ha NpoQUIAKMUKY U JledeHue CUHOPOMA pacnadd ONyXou, HO Makdce u Ha

KOPPEKYUuro Koazynayuonuslx ocioxcuenuti (BC-cunopom).

Pexomenayercsa naunuentam ¢ OIUI ¢ rumepneiikonuto3oM B ciydae HE3(PPEKTUBHOCTH
LIUTOPEIYKTUBHOM Tepanuy aHTpalUKIMHAMHU HCIOJIb30BaHUE JieHKkouuTadepesa IMpH
YCIIOBUU MaKCUMaJIbHO BO3MOKHOT'O KOHTPOJISl TEMOpparuyeckoro cuuapoma [3].

YpoBenb yoenureabHocTH pekoMenganuu — C (YypoBeHb JO0CTOBEPHOCTH 10KA3ATEIbCTB — 5)

3.3.4. Jleuenue no00YHBIX I(P(PEKTOB #TPETHHONHA** U MBIIIbLIKA TPHOKCH/IA.

Ipodunakruka u Jedyenne cuHApomMa 1udepeHINPOBKH OIYX0JIEBbIX KIETOK

PexoMeHnayercsi BceM MalnMeHTaM TOAOUPATh WHAWBHUIYAIBHO PEXUM  Teparvu
H#TpeTUHOMHOM™* W MBIIIbSIKA TPUOKCUIOM, MPH HEOOXOAWMOCTH €T0 WU3MEHSTHh IS
YMEHBIICHUsT TOOOYHOTO JCWCTBUS TIpenapara H TPEIOTBpAINCHUS pa3BUTHS WIN
ymenblieHus nposisiaeHuit JC (cm. npunoxenus A 3.2., A3.3.) [35].

YpoBenb yoenuteJbHOCTH pekoMeHaanun — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJbCTB — 5)

Pexomenayercsa Bcem mnaunueHtaMm c¢ OIII mpu yBenMueHUM KOJIMYECTBA JIEHKOLMTOB
>10 x 10%n1 Ha QoHe Tepanuy Ha3HAYaATh HIeKcameTazoH** B 03¢ 4 Mr 2 pas3a B CyTKH
BHYTPHUBEHHO (B/B) B TeueHHe 2—3 AHEH C Lenbio npodmiaktuku pazsutus JC [62].

YpoBenb yoenuteJbHOCTH pekoMeHaanun — C (YypoBeHb 10CTOBEPHOCTH I0KA3ATeJbCTB — 5)

Pexomennyercst y nanuentoB ¢ OIJI u3 rpynmnbl HU3KOTO pUcCKa, MOIYYarOUIUX TEparnuio
HTpeTUHOMHOM™** W #MBIIbSAKA TPUOKCHUIOM, B CIIy4ae YBEJIMYEHUS KOJIWYECTBA

neiikoruToB  Oonee  10x10°nm  mHa  (QoHe  Kypca  MHIOYKUMH  TIPUMEHATH
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#ruapokcukapOaMua** B 103 2 r B ICHb IO CHMIKEHUSI KOJUYECTBA JICHKOIIMTOB MEHEe
10x10%/n [1,3].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

Pexomenayercs y naruenToB ¢ OITJI B cimydyae yBenmu4eHHs KOIMYECTBA JIGHKOIIUTOB OoJee
10x10%/n na pore b PpepeHUpPOBOTHOrO CUHAOPMA TPUMEHSATHL #THAPOKCUKAapOaMu 1™ *
B J103€ 2 T B JI€Hb JI0 CHIKEHHS KOJIMYECTBa JIeHKkonuToB MeHee 10x10%/x [1,3].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)

Pexomenayercs Bcem nanuentam ¢ OIUI npu yBennueHun KonuyecTBa JeHKOIUTOB Ha hoHe
TEpanuK, COMPOBOXKIAIOIIETOCS BBIPAKEHHBIMH OOJSIMA B KOCTSIX W OCCIATHsIMH,
IPOBOAMTH LIUTOPENYKTUBHYIO Tepanuio [62].

YpoBenb yoeauteabHoCTH pekoMeHaanuu — C (YPOBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5
KomMmeHnTapuu: 6 cinyuae 603HUKHOGEHUS KIUHUYECKU 3HAYUMO20 JEUKOYUMO3d C Yelbio
umopedykyuu Hasnavaemcs yumapadouw, 100 me 6/6 2 paza 6 oenv (ne 6onee 3 esedenuii). Ilpu
HeahhekmusHoCmU  YUmopeoyKyuu BO3MONCHA BPEMEHHAsT omMeHa Oupdepenyupyrowetl

mepanuu.

Pexomenayercst Bcem nanuertam ¢ OIUI ¢ MUHUMaabHBIMM MOJO3PEHUSIMA Ha HAdajo
passutus JIC He3aMeIMTEILHOE Ha3HAYEHHE #ueKcameTa3oHa** B 1ose 10 mr/m? 2 pasa

B CYTKM BHYTpUBEHHO 10 KynupoBanus JIC [35].
YpoBenb yoenuteJbHOCTH pekoMeHaanun — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB — 5)
Kommenrapuii: gsedenue #Hoexcamemasona** oOaosice npu manetiwiem nooospenuu na JC
AGNACMC  CMAHOApMHbIM  nooxooom K aedenuio [[C, Hnecmomps Ha mo umo npsmvie
0oKazamenbcmea momy, 4mo npopuiIaKkmuyeckoe 66edeHue 2IOKOKOPMUKOUOO8 CHUMCaem

JemajibHOCMb, CEA3AHHYI0 C SMUM CuHOpOMOM, omcymcmeyrom.

Pexomenayercss Bcem mnamuentam ¢ OIDl mpoBoauTh cTporuii KOHTPOJbL JUype3a H
arpecCUBHYIO JUYPETHUECKYIO TEPAITUIO B CBSI3H C BBICOKUM PUCKOM Pa3BUTHUS OTCUHOTO
cuHapoma u o0beMHoOU nieperpysku [171,172].

YpoBensb yoeauTesibHOCTH pekoMeHAannu — C (YpOBeHb JOCTOBEPHOCTH 10KA3aTeJILCTB — 5)
Kommenrapuii: npumenenue #mpemunouna u MulubiaKa MPUOKCUOA MOJCEM  Bbl3bl8ANDb
SHAYUMENLHYIO 3A0EPHCKY HCUOKOCMU, KOmopas 8 couemanuu ¢ Heobxooumvimu npu OILJI
MACCUBHBIMU MPAHCHYIUAMU KOHYESHMPAMA MPOMOOYUMO8, CEEHCe3aMOPOI’CEHHOU NIaA3Mbl, d
Maxdce GHYMPUBEHHBIX UHQDY3UL, YMO MOMCem NpUsecmu K OMEeYHOMY CUHOPOMY U, KAK

Cﬂedcmgue, J€COYHOU U nOﬂMOpZGHHOﬁ Hedocmammmocmu, ymo moocen nompe606amb
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npoeedenUss UCKYCCIMBEEHHOU GeHMUIAYUU Ie2KUX U 3AMeCmumenbHou noueunol mepanuu. Kpome
MO020, B03MONCHO pA3GUMUE OCMPO2O NOYEUHO20 NOBPEHCOEHUs, CEA3AHHO20 C CUHOPOMOM
pacnaoa onyxoau u HesHaweHuem He@pOmMOKCUYHbIX npenapamos. B maxom ciuyuae 6adicHo
CmMpo20 KOHMPOIUPOBAMb HAIUdUue nepugepuieckux omexKos, C80000HOU IHCUOKOCMU 8
noiocmsx, 06vembl 6600UMOU U BbIBOOUMOU HCUOKOCIU, MACCY Meld 8 OUHAMUKE U GeIUYUHY
YEHMPAIbHO20 BEHO3HO20 0AGNeHUss (NPU HATUYUU YEHMPATHO20 8eHO3H020 Kamemepa). [Ipu
NPUZHAKAX OMPUYAMenbHo20 Ouype3da Uil OmMeYHO20 CUHOPOMA HeoOX00UMO nposedeHue
mepanuu nemiesbiMu OUypemuKamu no0 KOHMpPoaem apmepuaibH020 0A1eHUsl U KOHYEHmpayuu
INEKMPOIUMO8 8 CblBOPOmMKe Kposu. Baowxcno oughghepenyuposamv uzonuposanmviii omeumbvlll
CUHOPOM OM OUDDEPEHYUPOBOUHO20 CUHOPOMA, 8 CUMIIMOMOKOMNIIEKC KOMOPO20 MOICE MOICEN
6X00UMb HAUYUE OMEKO8, MAK KAK 8 Nep8oM Ciyude HA3HAYeHUe 2IIOKOKOPMUKOCIEPOUOHBIX

20PMOHO8 HEOOOCHOBAHO.

PexoMeHayeTcsi BpeMEHHOE MpeKpalieHrue cnenuduueckon Tepanuu (#TpeTHHOUH** u/uim
MBIIIbSIKA TPUOKCH) TOJIBKO B Citydasx Tspkeno nporekaromiero JAC [1-3,5,35].

YpoBenb yoenuteJbHOCTH pekoMeHaanun — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJbCTB — 5)

3.3.5. Ouenka 3ppekTUBHOCTH HHAYKIIMOHHOI Tepanuu

Pexomenayercst BceMm nanuenTam ¢ OILJ] BBIMOTHUTD IUTOIOIMYECKOE UCCIIEJOBAHUE Ma3Ka
KOCTHOT'0O MO3Ta (MHEeJIorpaMMa) TI0CJIe OKOHYAHHSI TPOTPaMMBbI MHTY KITUH PEMUCCHH, JUTS
OIICHKU OTBeTa Ha jieueHue [1-3,5].

YpoBensb yoeauTesibHOCTH pekoMeHaannu — C (YpOBeHb JOCTOBEPHOCTH 10KA3aTeJILCTB — 5)
Kommentapuu: YV nayuenmos c¢ OIlJI nocne kypca XT nabnrooaemcs 06e 601HbL 6bIX00a U3
azpanynoyumo3sa. Ilepgoe konmponvbHoe IUTOIOTHYECKOE UCCIIEIOBAaHNE Ma3Kka KOCTHOTO MO3Ta
(MuenorpamMmy) ciedyem 6bINOHAMb He paHee 3a8epuieHusi 6Mopoll GOHblL 8bIX00d, 8 CPEOHEM
Ha 30-1i denv nocne 3asepuienus kypca X1T. Bonee pannuii ananuz nynkmama KM moocem
npueecmu K JONCHOMY NOOCYemy HpOYeHma  ONACMHBIX — KIemoK,  NPOOOJAHCAIOUUX
ouppepenyuposamvcs onyxonesvix Kiemok, komopuwle uepesz 7—10 Onetl ROTHOCMbIO UCUE3HYM U3
KM. Taxum obpazom, nepéoe WHUTOJIOTUYECKOS HCCICIOBAaHHE Ma3ka KOCTHOTO MO3ra
(Muenorpamma) ocywecmensiemcsa 6 cpeowem Ha 30-ti Oewb nocie NOCIeOHe20 66e0eHUs
uoapyouyuna** (mo ecmv na 36—40-1i Oenvb om Hauana Kypca) uiu npu OKOHYAMETbHOM
soccmanognenuu nokasamenet I1K.

V' nayuenmos, unOyKyuoHHOe Jjleuenue KOMOPLIM GbINOJIHAIONM MbIUbIKA MPUOKCUOOM 8

couemaruu c #mpemuHouHOM **, ONUCAHHAA 8blULE 3AKOHOMEPHOCMb OMCYNiCcnieyent.
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He pexomenayercsi MCHATh CTaHIAPTHYIO TEPANMIO B 3aBUCHMOCTH OT JOCTHIKEHUS WIH
HEJOCTH)KEHUS MOJIEKYJISIPHOM pEMUCCHH 1OCIIE NHAYKIIMOHHON Tepanuu [1-3,5].
Yposensb yoenurtesibHOCTH pekoMeHAannu — C (YPOBEeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5)

KommenrTapuii: nonoswcumenvuviti  pezynemam I[P na >mou cmaouu modxcem

ompaosicanto 3aéep9fcxy CO3peBAaAHUA OnYyX0Jjleeblx KIIENOK, d HE UCMUHRHYIO PE3UCMEHMHOCMb.

3.4. KoHcoauaupvyiomas Tepanus

Pexomenayercss mnaumentam c OII, 3aBepmuBIIMM HMHIYKIMOHHBIA 3Tall JIEYEHUS,
MPUMEHEHNE KOHCOIHUIMPYIOIEH Tepanuy ¢ BKIIOYCHUEM #TPETHHONHA™ * 111 CHIKEHUS
BEPOSITHOCTH Pa3BUTHS penuuBa 3adoneBanus [1-3,5,36].

YpoBenb yoenutebHOCTH pekoMeHaanun — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 5)
Kommenrapuii: npumenenue #mpemunouna™* ¢ cmanoapmnoii doze (45 me/m’ 6 denv) 6 meuenue
15 oneii 6 couemanuu ¢ XT 6 nepuood KoOHCOIUOUPYIOWE20 JleYeHUs CHUdCAem PUCK DA36UmMUs
peyuousa [37]. Poccutickas epynna no nevenuro OJI pexomendyem npumenenue #mpemunouna™*

Ha ecex smanax mepanuu OIJI [4].

Pexomenayercs nanuentam ¢ OIUI, mony4aBmIMM Ha WHAYKIIMOHHOM 3Tarne #TpeTHHOMH™*
u XT, npoBoguTh 3 Kypca KOHCOJNHMJIALMH, BKJIOYaromiedl anTparukiauHbl (LO1DB:
AHTpallMKIMHBI U POJCTBEHHBbIC COeNuHEHUs) (HumapyOunua**, mayHopyOunmuH** n
MUTOKCAHTPOH**) (cM. ipuioxkenue A 3.1.) [27].

YpoBeHb y0eauTeIbHOCTH PeKOMeHAauu — A (YPOBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — 2)

Pexomenayercsa nanuentam ¢ OI1JI BICOKOro prcka, MOJTy4YaBIIMM Ha HHAYKIIMOHHOM 3Tarie
#rperunonn™** n XT, NpoBOIUTH KOHCOJIHMJIAIMIO C BKJIIOYEHHEM IO KpaiiHeill mepe |
kypca XT co crangapTHBIMM WJIM CPEJHUMH J03aMU [UTapabuHa™* (cM. nmpuinoxenue A
3.1.) [38].

YpoBeHb yoenuTeabHOCTH pekoMeHaaluu — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

Pexomenayercs namuentam ¢ OIJI, momyyaBmuM Ha MHIYKIIMOHHOM 3Tare TPETUHOMH** 1
MBIIIbSIKa TPUOKCH/I, POBOJANTH KOHCOJIMIAINIO TaK)Ke KOMOMHAIMEH #TpeTuHOMHA™* 1
MBIIIbSIKA TpUOKCH A (cM. puiioskenue A 3.1.) [33,34].

YpoBeHb yoenuTeabHOCTH pekoMeHAaluu — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)
Kommenrapuii: 6 wnacmoswee 6pems npogedeHvl pPAHOOMUUPOBAHHbIE NPOCNEKMUBHbIE
uccne008anust, Komopwie 00Ka3aau 8blCOKYI0 2P HeKmusHOCmb MblUbAKA MPUOKCUOA NPU HUSKOU

MOKCUYHOCMU 6 JIeYeHUU nayuerHmoes ¢ OLJI u3 cpynnsbl HU3KO2O0 PUCKA. B smux uccneoosarnusx
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ObLIU NpedyCMOmMpPeHbl yemvipe 4-HeOelbHblX Kypcad KOHCOAUOAUUU MbIUbAKA MPUOKCUOAd U

soceMb 2-HedenbHblX Kypcos Hmpemunounom™* [33,34].

Pexomenayercss mamuentam ¢ OIIJI, 3aBepmmBIIMM TpOrpaMMy KOHCOJIHAMPYIOMIEH
TEPANUH, MOJIEKYJIIPHO-TEHETUUECKOE MCCIeoBaHue MyTauuid B reHe PML-RARA
meronom TP ¢ 4dyBcTBUTENBHOCTHIO 110 Kpaiined mepe 1 x 10 mo KM mist ouenku
MOJIEKYJIApHOU pemuccuu [1-3,5].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YPOBEHb IOCTOBEPHOCTH J0KA3aTeNbCTB — 5)

3.5. Hoxnep:xuBaroias repanus

Pexomenayercs y nauuenton ¢ OI1J], 3aBepmnBIINX MporpaMmMy HHIYKIIMU U KOHCOJIUAALNN
pemuccuu 0e3 IpUMEHEHUs MbIIIbsIKa TPHOKCH 1A, TPOBOIUTH MOAJIEP>KUBAIOIIEE JICUCHUE
H#TPETUHOMHOM **, #MeToTpekcaToM™** 1 MepKanTonypuHOM™* B Te4eHHE JIBYX JIET 100
JI0 KOHCTaTaluu peuuausa [29,39].

YpoBeHb y0eTuTeIHLHOCTH peKoMeHAauu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)
KoMMeHTapuu: 1000epiicuearwds mepanus mMepkanmonypuom™** ¢ oose 50 me/m? suympo 1
pas 6 Oerb NOCMOAHHO (MOLIOKOM He 3anueamv) u #memompexcamom™** ¢ doze 15 me/m? n/k unu
6/m I pas 6 nedeno Hauunaemcs uepez 30 OHell nocie nociedHe2o0 Kypca KOHCOIUOAYUU.
#mpemunoun** — ¢ meuenue 2 neo. (I—15-ii onu) u npumensiemcs 1 paz 6 3 mec. [4]. XT
npekpawaemcs uepes 2 200a om MOMEHMA 3a8ePULeHUs] KOHCOMUOAYUU, eCllu 8 medeHue 8Ce20

nepuooa HaboOeHus He ObLIU Onpedeienbl MOAEKYIAPHbLE PEYUOUBDI.

Pexomenayerca BceM mnanueHtam ¢ OILJI, momydaronmuM NOAAEpKUBAIOIIYIO TEpaIHIo,
peryJisipHoe BBINOJIHEHUE obmiero (knuHuueckoro) ananuza kpoBu (IIK) ¢ mogcuerom
JeUKOLMTApHOU (POPMYJIBI M CCIETOBAaHUEM YPOBHS PETUKYJIOLMTOB U TPOMOOIIUTOB AJIsI
CBOEBpEeMEHHOW  Moaudukanuum 7103  OUTOcTatmueckux  mpemapatoB  (LOIL:
[IporuBoomyxosneBbie mpemapatsl) [1-3,5].

YpoBens yoeguteabHOCTH pekoMeHAannu — C (YpoBeHb JOCTOBEPHOCTH J0KA3aTEJIbCTB — 5)

Pexomenayercsa Bcem nanueHtam ¢ OIJI, momyyarommm MOAAEpKUBAIONIYIO TEPAINIo, C
4acTOTOH 1 pa3 B 3 MEC BBIIOJIHATH HUTOJOTUYECKOE UCCIIEI0BAHUE Ma3Ka KOCTHOTO MO3Ta
(MuenorpaMmy) a TakXke MOJIEKYJSIpPHO-T€HEeTHdeckoe uccienopanue rena PML::RARA
metonoM TP ¢ 4yBCTBUTENBHOCTBIO 110 Kpaiineil mepe 1 x 104 mo KM s koHTpos
MOBb u cBOeBpeMeHHOM AMarHoCTUKU peruausa [1-3,5].

YposeHsb yoequteabHOCTH pekoMeHAanuu — C (YpoBeHb JOCTOBEPHOCTH J0KA3ATEJIbCTB — 5)
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KommenTapuii: npu koncmamayuu MonekyasipHo2o peyuousa (08axcovl NO3UMUGHbLL Omeem
I[P unu couemanue I[P u FISH), so3nuxuie2o na ghore noooepiicusarouje2o iedens, mepaniis

MEHAENICA.

3.6. IlpodpnaakTuka U Tepanus HellpoJeKeMUun

THopascenue yenmpanvroii uepenou cucmemst (L{HC) sensemcsa camvim uacmolm
akempameodyinapuvim ouazom npu OIIL. Tax, no kpatineii mepe oxkono 10 % eemamonocuueckux
peyuousos conposodcoaromces osnedenuem LIHC. Tlosmomy eozmoocnocmov soéneuenus [[HC
cnedyem paccmampugams y 106020 uz nayuenmos ¢ OI1JI ¢ negponocuieckumu CUMNMOMAMU, U

OHA QONHCHA DBLIMb UCKIIOUEHA ) 8CeX NAYUEHMO8 ¢ peyuousom [2].

Pexomenayerca mnarmuentam ¢ OIIJl BeICOKOrO puCKa, C paHee JIUArHOCTUPOBAHHOM
HelponelikeMuel, THTpaKpaHUaJIbHBIMA KPOBOU3JISIHUSIMU B 1€0I0TE, a TAK)KE MallMeHTaM
¢ peuuauBom OIJI pu ycrnoBuM KynupoBaHUs KOAryJISIIUOHHBIX HAPYIIEHUH BBITOIHUTh
CIIMHHOMO3TOBYIO TYHKIHMIO JUIi TpPOBEACHUS o0O0mero (KIMHUYECKOT0) aHaiu3a
CHMHHOMO3T'OBOM JKUJIKOCTH U LIUTOJIOTMYECKOTO UCCIIEIOBaHUS KJIETOK CITMHHOMO3TOBOM
KHUJIKOCTU ¥ TPO(PUIAKTUKH HeHpoieiikemun [62].

YpoBeHb yOenuTeJIbHOCTH peKOMeHIaluu — B (YpoBeHb 10CTOBEPHOCTH I0KA3ATEJbCTB — 3)
Kommenrapuu: JKeramenvro noodepaicusams 4ucio mpomooyumos nepeo 6blnoaiHeHuem
cnunnomos206ot nyuxyuu 30x10°/1 u evtwe. Eciu yposens mpomboyumos me yoaemecs noeblcumo
0o 30x10°/n u eviwe, npu OomMcymcmeuu KIUHUYECKUX NPUSHAKOE NOPANCCHUS YCHMPALbHOL
HEPBHOU CcucmeMbl OM NYHKYUU MOJICHO 8030epiHcamuvcsi 00 HOBbIUEHUS MPOMOOYUMO8 8
2emozpamme eviue 30x10°/n.
Ecnu y nayuenma onpedensemcs neuxkoyumos, nepeyld CHAUHHOMO3208Y10 NYHKYUIO

credyem omaodcums 0o pedykyuu yucia aetikoyumoe menee 10x 10°/1.

Pexomennyercst nanuentam ¢ OIJI ¢ auarHOCTUpPOBaHHOW HeWpoOJIEUKEMUEH MPOBEICHUE
Tepanuy HeMpoJeHKeMUn — BBINOJIHEHHE CIIMHHOMO3IOBBIX ITYHKLUH C MHTPATEKaIbHBIMU
BBEJICHMEM CTaHJApTHOro Habopa npenapartoB (#MmeroTpekcar®* Boautcs B jgo3e 12,5
MI/M2, MaKCUMalbHas 103a — 15 Mr, KOHIIEHTpalus ero B pacTBOpe JI0JkKHa ObITh 1,5
MT/MJI, TO €CTh 00bEeM pacTBOpa AOJKEH cocTaBATh 10 mur; mutapabun™** 20 Mmr/m2, o0beM
pacTBopa JOJKEH COCTaBJATh 3 MI; #1ekcaMeTa3oH™™ 4 Mr, o0beM pacTBOpa JIOJKEH
COCTaBJIATh 3 MJI) ¢ MHTepBaioM Kaxaple 3 nHA. [locie HopManmu3auuu Iokasarenen
JMKBOpA JIOJDKHO OBITH CHIEIaHO MUHUMYM 3 IMYHKIMHU C TaKUM K€ MHTEPBAJIIOM MEXITY

BBeZeHUSIMU [35, 62].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB

—5)

KommenTapuu: Hetiponetikemuio ouazHocmupyrom npu 0OHAPY’CeHUU 8 CNUHHOMO32080U
AHCUOKOCIU, NOJYUEHHOU NpU Nepeoll OUACHOCMUYECKOU CHNUHHOMO32080U NYHKYUU,
1006020 KoIUu1ecmea O1ACMHbLX KNemoK npu ilooom yumose uau yumosa 15/3 u bonee (m.e.

bonee 5 knemox 6 1 mxn).

Pexomennyercss narmuentam ¢ peuuauBoM OIJI ¢ Heliponelikemuel, Mocie JTOCTUXEHUS
PEMHUCCHHM HHTPATCKAIbHOMY BBEJICHUIO METOTpEKcara, MuTapabWHa W JeKcaMmeTa3oHa,

MIPOBEICHHUE KPaHUAIBHOTO 00myueHus [149].

YpoBensb yoenuTeabHOCTH pekoMeHanuii — C (YypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB
-5)
KommenTapuu: ¢gpakyuonuposannoe obnyuenue 20108bl 6 cymmapHou 0ose 24 Ip
MOdHCEM PACCMAMPUBAMbCSL OISl NPOPUIAKMUKY HetpOoietiKkeMuu Yy mex NayueHmos ¢
peyuousom OILJI, y xoeo Oviia odocmueHyma pemuccusi (00cmudiceHue HOPMATbHO20
KIEMOYHO20 COCMABA CHUHHOMO32080U JHCUOKOCMU NO OAHHbIM YUMOLOSUHECKO20
UCCne008anusl IUKEOPA U OMCYMCMBUs KIeMmOoK ¢ abeppanmHuiM UMMYHODEHOMUNOM No

OAHHBIM NPOMOYHOU YUMOMEMPUU) NOCIe CUCIEMHOU U UHMPAMeKalIbHOL Mmepanuu.

Pexomennyercsi mamuwentam ¢ OIIJl ¢ Heliponeilikemuei, pedpakTepHOr K
MHTpaTeKaJbHOMY BBEJICHHUIO METOTpeKcara, iuTapabuHa U JeKcaMeTa3oHa, J00aBieHue
K [IPOTHUBOOITYXOJIEBOM Tepanuu MyJbTUKWHA3HOTO UHrubuTopa #copapenudba™™ (LO1E:
WNuruburops! nporenHkuHassl) [151].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuu — C (YPOBEHb IOCTOBEPHOCTH 0KA3aTeNLCTB — 4)

KommenTapuu: 6vi1a npodemoncmpuposana cnocoonocms #copagenuba™** nponuxams
yepez  ecemamodnyeparuveckui  Oapvep ¢ OOCMUdICEHUEM  MepanesmuiecKux
KOHYenmpayuil, 01a200apsi yYemy OH Modcem Oblmb UCHOIb306AH 6 CIVYASX C
peppaxkmepnoil Helponekemuel. B mHO2OyeHmMpogoM uccredosanuu Oviia NOKA3AHA
aghgpexmuenocmo copagenuba 6 0oze 400 me 2 paza 6 denv 8 meuenue 8 Hedenv.: u3 27
nayuenmos ¢ ocmpvimu aeuxozamu u peppaxmepuvim nopasicenuem L[HC y 21 6vina
oocmueHyma caumayus aukeopa. Tpoe uz 27 ovinu nayuenmamu ¢ OILI: y ecex 6vina
docmueHyma pemuccusi Hetiponetkemuu. Ipgexmuenocmv copagenuba 6 Imom

uccne0o8anuu He Ovlia ceésa3ana ¢ Hanuvuem mymayuu 6 cere FLT3.
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Pexomenayercst s nedenus peuuauBos OITI ¢ BoBneuenuem LIHC, pedpakTepHbIx Kk
TEpallMA MBIIIbSIKA TPUOKCHIOM ¥ WHTPATEKAIbHBIM BBEJCHHSIM, WCIIOJIb30BaHUC
#BeHEeTOKIaKkca** Kak B MOHOTEpAIUH, TaK U B COUETAaHUH ¢ azanuTuanHOM [60,61].

KomMmenTapuu: ecms coobwenue 06 spgexmusHocmu npumeHeHus: 8eHemoKIAcKd y
nayuenma c peyuousom OILJI ¢ pegppaxmepnvim 6oereuenum L[HC, y komopozo uepes d0se
Heoenu mepanuu 6eHeMmOKIAKCOM, COYEMAHHOU ¢ UHMPAMEKATbHbIMU 6868€0eHUsMU
Xumuonpenapamos, oviia 0ocmucHyma canayusi iuxkeopa. Ilpu smom 6vi10 noxazaro, ymo
BEHEMOKIAKC MOJCEem Nnepecekams cemMamodnyeqharuyeckuil bapvep u e2o KOHYeHmpayus
8 uKeope cocmasnsem npuoausumensuo 1/1000 om xonyenmpayuu 6 niasme. Taxoice 8
coobwernuu Y.Li u Op. KomOUHUposanHas mepanus 6eHemoKiaKcom 6 0ose 400 me 6 cymxu
(nocmenennoe yesenuuenue 0o3vl ¢ 100 0o 400 me 3a 3 ousn) 6 meuenue 21 OHA u
azayumuouHom 6 0ose 75 me/m’ € cymku 6 meuenue 7 Onell N03601Ul1a O0MUYb PEMUCUL Y

nayuenma c peyuousupywetl popmout OIJI ¢ nopasxcenuem [[HC.

YpoBenb yoeauteabHoCcTH pekoMeHaanun — C (YpoBeHb I0CTOBEPHOCTH 10KA3aTEJIbCTB

—4)

Pexomenayercsa nanuentam ¢ OILI Bbicokoro pucka, ¢ paHee IUarHOCTUPOBAaHHOU
HelposeiikeMuel, HHTpaKpaHUaIbHBIMUA KPOBOM3JIIHUSAMMU B 1€0I0TE, a TAKXKE NMALIUEHTaM
¢ peuunuBoMm OIUI mocne moctmxenus nepsoit [P mpodunakrtuka Helponeiikemun
WHTpaTeKaJIbHBIM  BBEJACHUEM #MeToTpekcara**15 mr, nwurapadbmna** 30Mr wu
#nexcamerazoHa** 4 Mr (BBeICHHME JICKAPCTBEHHBIX IPENApaToB B CIIMHHOMO3TOBOM
kaHai) [62].

YpoBeHb y0equTeIbHOCTH peKoMeHAanuu — B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB — 3)
KommenTapmii: nockonvxy o6oavuwuncmeo [[HC-peyuousoe 6o3nukaem Yy nayueHmos c
2UNEPNetKoyumo3om, HeKomopwie ucciedosamenu ek0uaom npoguiakmuxy eosnevenus L{HC
Y nayueHmos epynnvli 6blCOKO20 PUCKA. {1 MaKux NAyueHmos yeiecooOpasHo OMIOICUMb
npoguraxmuxy HevpoJetikemuu 00 momenma oocmudicenusi [1P, mak kax 6 nepuo0 uHOyKYUuOHHOU
mepanuu 04eHb 8blCOK PUCK OCTONCHEHUL, CEA3AHHBIX CO CNUHHOMO0320680U nyHkyuetl. Ilayuenmam
8bINOIHAEMCA 5 CNUHHOMO3208bIX NYHKYULL (C NOCIe008amenbHblM 86edenuem 3 npenapamos) 6
nepuoo Kypcos unoykyuu/xoncoauoayuu, samem 1 paz 6 3 mec na one nododepoicusaroviuyeit

mepanuu. [4].

He pexomMenayercsi npoduinakTika Heliposieiikemun y nanueHToB ¢ OIJI HM3KOTO pHICcKa,

T. €. €CIIM MCXOHOE YHCIIO JIEHKOUTOB He mpeBbimano 10 x 10%/m1 [40].
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YpoBeHb yOenuTeJbHOCTH peKOMeHIaluu — B (YpoBeHb 10CTOBEPHOCTH I0KA3ATeJbCTB — 3)

3.7. Ocoobie cavuaun OILJ1

3.7.1. IlanneHTHI cTapuIeil BO3PACTHOM IPYNIbI

PexoMenayercsi manueHToB crapire 60 JIeT B XOpOIlIeM COMAaTHYeCKOM CTaTyce JICYUTh TaK
ke, Kak U ocTanbHbIX manueHToB ¢ OITJI ¢ yyeToM KOppeKIuH /103 IUTOCTATHUECKUX
npenapaTtos (LO1: IlpoTuBoomyxoneBbie npenapatsl) [41].

YpoBensb yoenureabHocTH pekoMengannu — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB — 4)
KommenTapmii: 6 omauuue om opyeux ¢popm OMII, OIJI y nosxcunvlx nayuenmos 8visA1semcs
CPABHUMENLHO PedKo U uUMeem OMHOCUMENbHO Oaa2onpusimuslit. ucxoo. ggexmusrnocms
nevenuss noxcunvix nayuenmos ¢ OILJl conocmasuma ¢ makogou y monoowix. Kpome moezo,
NOJACUNBIX NAYUEHMO8 Yalye 8Ce20 OMHOCAM K 2pYnne HU3K020 pUcKa no CpasHeHuio MoaoO0blmu.
OOHako y NOMCUNBIX UY 3HAYUMENbHO 6bllie NOKA3amenu MOKCUYHOCMU, 00YCI081eHHOU
mepanueti (0oee 8bICOKAsL YACMOMA pA38UMuUsl CeNCUCA U y8eruyeHue CMepmHOCmU, C8A3aHHOU
¢ nevenuem). Poccuiickas uccnedosamenvckas 2pynna peKomeHoyem NpumeHsims )y NOACUTbLX
nayuenmog npomokoil AIDA, 8 komopom npedycmompeHo cHudiceHue 003UpPO8OK AHMPAYUKIUHOS

(LOIDB: Aumpayuxiunvl u poocmeenHvle coeounerus) [4].

Pexomenayercsa nmanuentam ¢ OIUI u3 rpynmel BbICOKOro pucka crapiie 60 jer win ¢
COITyTCTBYIOIIEH KapauaJbHON MaTOJIOTHEN, MOMYYalOIUM TePauio #TPeTUHOMHOM™** 1
#MBIILIbSIKA TPUOKCUIOM, JUISl MPOBEIEHUS LUTOPEAYKIMU HCIOJIb30BAaTh CHUKEHHYIO
103y #unapyoununa** 8 mr/m? [62].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

3.7.2. IlanMeHTHI C TAXKEJIO0H CONMYTCTBYIOLIEH NMAaTOJOrHel

Pexomenayercsi mamueHTaM C TSOKEJIOW COMYTCTBYIOWIEH NATOJOTHEN pPacCMOTPETh
BO3MOXXHOCTh JICUEHUS KOMOHMHAIMEeW TpeTHHOMHA™* W MbIlIbigKa TpUOKCHAa 0e3
UCIIOJIb30BaHUs IIUTOCTaTHUecKuX mpenapatoB (cM. [lpunoxenne A3.1. IIpoToxomsl
JICYEHHs] OCTPOro mpoMujonutrapHoro cuaapoma: Cxema nedenuss OILUI mo mporpamme
ATO + ATRA)) [1-3,5,36].

YpoBenb yoenureabHocTH pekoMenaanuu — C (YypoBeHb JO0CTOBEPHOCTH 10KA3ATENbCTB — 5)
KomMmenTapmii: 6wvi10 paspabomano HeCcKOIbKO aAlbMEPHAMUBHBIX NOOX0008 6 JleueHuu

nayueumos ¢ OI1JI, nanpasnenuvix Ha ceedenue K MUHUMymy npumenerus X1. borvuuncmeo u3z
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HUX OCHOBAHbI HA NPUMEHEeHUU MpemuHouHa*™* u molubaxka mpuokcuoa ¢ munumanvrou X1 unu
oe3 XT. Dmu nooxoovl moeym Obimb UCNOAL308AHBL Y NONCULLIX U MOTOObIX NAYUEHMO8 C
mad)cenon conymcmeayloujeti. namoiaocuel, KOmopviM uHmeHcuenas X1 npomuonoxazama
(hanpumep, y nayueHmog ¢ KApOUANbHOU Hnamoaocueu uiu Opy2ol Cepbe3Hol OpeaHHOu
namonoeueti). Kax u npu mepanuu mpemunounom™>* ¢ ammpayuxnunamu (LOIDB:
AHmMpayuxiuHvl U poOCmMeEeHHble COeOUHEHUs), Yelblo Nedenus y maxKux nayuenmos OO0JHCHO
ObImb docmudicenue MONEKYIAPHOU peMUccuu ¢ nOCMosHHbIM Monumopuneom MOB ¢ yenvio

onpeoeneHus: HeoOX0OUMOCMU 8 OONOIHUMENLHOU Mepanuiu.

Pexomenayercs naruentam ¢ OII u3 rpynnbl BHICOKOTO PHCKa, KOTOPHIM HEBO3MOKHA
Tepanus aHTpaUuKIUHAMH (MOapyOWIIMUH, [AyHOPYOMIIMH) ¥ aHTPaleHIUOHAMU
(MMTOKCAaHTpPOH) H3-3a KapAHaJbHOM IaTOJOTUM, CONPOBOXKIAIOLICHCS CHUXKEHUEM
(bpaxiuu BEIOpOCA JIEBOTO JKEITYy0YKa, PACCMOTPETh TEPANUIO TPETUHOMHOM™ ¥ MBITIIbsIKA
TPUOKCHJIOM U #reMTy3yMaboM 030TaMHIIMHOM 0€3 HCIOJIb30BAHUS XWMHOIPENApaTOB
(cm. IIpunoxenue A3.1. IIpoToKOJIBI IEYEHUS OCTPOT'O MPOMHEIIOIUTAPHOTO CHHIPOMA)
[3].

YpoBenb yoenutebHOCTH pekoMeHaanun — C (YypoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB — 5)
KommMmenTapmii: xapouomokcuunocmos, c6a3aHHAA € AHMPAYUKTUHAMUY, OCHOBbIBAEMCS HA
CYOKNUHUYECKOM NOBPENHCOeHUU KIeMOK MUOKApOd, npocpeccupyrue2o 00 0ecCumMnmomHo2o
CHUDICEHUsL (hpaKyuu b106POCa 1e68020 Hcely0ouKd, d 3amem U 00 CepOeyHOl HedOCMAMOYHOCHU.
Knunuueckue nposasnenus mo2ym 603HUKHYMb 6 JI0OO0U MOMeHm NOCie ledyeHUs 6creocmeue
HecnocobHoCmuU cepoya KOMNEeHCUpo8ams Nep8OHAUANbHOE NoepedxcoeHue. B pedkux cuyyasx
oCcmpas KapoOuomoKCUYHOCMb MOMCem pPA3UmvCsl 8 11000e 8pems 60 8peMs Ul 8CKOpe Nocie

Jle4eHUs anmpayuKkiuHamu U, Kak npasuilo, o6pamuﬂ4a nocjie ommeHnsl npenapama.

Pexomenayercs nanuentam ¢ OILJI, KoTOpbIM HEBO3MOKHA TEPAIUs MBIIIbSIKA TPUOKCHIOM
u3-3a yuinHeHus narepsaina QT, He KOppeKTUPYIOLIErocss CUMIITOMaTUYECKOM Tepanuei,
paccMOTpPeTh TEpamuio TPETHHOMHOM™** ©  #remMTy3ymMaOoM O30TaMUIIMHOM (CM.
[Ipunoxxenue A3.1. IIpoTOKOIIBI TIEYEHHS OCTPOTO TPOMUIOIUTAPHOTO CHHApoMa) [3].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YpOBeHb I0CTOBEPHOCTH J0KA3aTENLCTB — 5)

3.7.3. Jleuenue OILJI npu GepeMeHHOCTH
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Pexomennyercsi manuerTkam npu auaranoctuke OILI B reuenue I tpumectpa 6epemMeHHOCTH
BBITIOJTHUTH MCKYCCTBEHHOE MpPEphIBaHUE OEPEeMEHHOCTH MO MEIUIIMHCKUM MOKa3aHUSIM
[42,44].

YpoBenb yoenureabHocTH pekoMenaanuu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeNbCTB — 4)
KommenTapuu: #mpemunoun™** obnadaem 6bicoxum mepamozenHvim Oeticmseuem u 3anpeujerd

0713 ucnoavsoeanus 6 I mpumecmpe bepemennocmu.

He pexomenayercsi 6epemenHbiM narnpieHTka ¢ OTLU] mpuMeHSTh MPOW3BOAHBIC MBIIIbIKA
(LO1XX IIpoune mpoTUBOOMYXOJIEBBIE Mperaparhl), Kak BHICOKO IMOPHOTOKCUYHBIE, B
mo0oM TpumMecTpe 6epemMenHocTu [43,45]

YpoBenb yoenureabHocTH pekoMenganuu — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB — 4)

Pexomennyercst y manueHtok ¢ OIIJI B 1 Tpumectpe OepeMeHHOCTH, HE >KEJAIOIIUX
npepsiBaTh OEPEMEHHOCTh, B KaueCTBE WMHIYKIIMH HCIOJIb30BaTh #OayHOpyOULMH™* B
MOHOTEpAIUU WK B COYETAaHUH ¢ #LUTapabUHOM™* B 103aX, aHAIOTUYHBIX TAKOBBIM IPH
JICYCHUH HeOepEMEHHBIX MalMEeHTOK (cM. Tipuiokenue A3.1.) [42].

YpoBeHb y0equTeIbHOCTH peKoMeHAanuu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJBLCTB — 3)

Pexomennyerca mnanuentkam ¢ OIUI, nuarnocrupoBanusiM Bo Il wmmm III TtpumecTtpe
0epeMEeHHOCTH, B KaueCTBE MHIYKIHMU HCIOJIb30BATh HTPETMHOMH** B KOMOMHAIIUU C
#unapyouruaom™®* (cm. mpunoxxkenne A3.1.) [43].

YpoBenb yoenureabHocTH pekoMenaanuu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4)

Pexomenyercsi OepeMEHHBIM MAIHCHTKAM BBIOJHSITH POJOPA3PEIICHUE METOI0OM KecapeBa
ceuenus [43].

YpoBeHb yoeauTeibHOCTH pekoMeHaanmii — C (YpoBeHb J0CTOBEPHOCTH I0KA3aTEJILCTB — 4)
KommenTapuu: gwi00p cnocoba pooopaspeuienus onpeoeisiemcs COCMosAHUueM niood,
COMAMUYECKUM CMAmMycoM RAYUEHMKY, 2eMAMON0SUYECKUMU NOKA3AMENaMU U Cmpo2o 8
coomeememauu ¢ akyuepckumu noxazanusimu. Camonpouszeonvhsie poosbi Mo2ym Oblmb 8blOPatblL
KaK cnocob pooopaspeuleHuss MOAbKO Npu Haauyuu y nayuenmxu pemuccuu  OMUII,
YO0BIeMEOpUMeENbHbIX NoKazamenel 00uwe20 (KIUHUYECK020) aHAIU3a Kpo8u, Npu Xopouiem

comamudecKkom cmamyce nayuesmKu U CoCnoAHuu nuooa.

PexoMenayercsi OepeMEHHBIM MAIMEHTKaM, MNOJIy4alolmuM JjedeHue no nosoxy OILI,
pollopa3pelieHre BBINOIHATh B IMEPUOJ MEXKIY Kypcamu (onTUManbHO Ha 33-34-ii
Henene) [43].

YpoBenb yoenureabHocTH pekoMenganuu — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4)
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KommenTapuu: wecmomps na 6esonacnocmv XT 6o Il u Il mpumecmpe b6epemennocmu, ee

npoeedemte CBA3AHO0 C 8bICOKUM PUCKOM CNOHMAHHbIX a60pm08 u npeofcdeepemeHHblxpodoe.

PexomeHayeTcss BBINOJHATh €XKEHEICIbHBIA KOMIUIEKC WCCIECIOBAHUN I OLEHKHU
(YHKIIMOHATLHOTO COCTOSHUS TIJI0/Ia ¢ 0COOBIM BHUMAaHUEM K KapIHalbHON (QYHKIIUN Ha
¢one nporpammuoit XT OILT [42].

YpoBeHb y0equTeIbHOCTH peKoMeHAanuu — B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIBLCTB — 3)

Pexomenayercs mpy IIAHOBOM NPEXACBPEMEHHOM POJOpa3pelIeHUH Ha cpoke 24-35 Hex
OPOBOJUTH MPO(UIAKTUKY CHHIPOMA OCTPOrO pPECHUPATOPHOTO JUCTpecca Yy
HOBOPOXKJICHHOTO — B/B BBeJIeHHE #ekcameTa3ona** 12 mr 2 BBeaeHus uepes 12 4acoB 3a
2 CYyTOK J10 pojioB [46].

YpoBeHb yOeauTEILHOCTH pekoMeHAaluu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJAbCTB — 3)

He pexomenayercsi KoOpMJICHHE TPY/IbIO TIOCTIE POOpa3pelieHns Ha (hoHe TpoJonKaroIencs
cneuupudeckoit repnuu [42].
YpoBeHb yOenuTeJJbHOCTH peKOMeHIaluu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)
Pexomenayercss mnanueHTKaM IIOCIIE€ POJOpAa3pelIeHMs] Ui IOAABJICHUS JIAKTal[uu
npoBeaeHue Tepanuu kadbeproauaom 0,5 mr 1 mr (2 Tab.) OJHOKPATHO B MEPBBIM JACHB MOCIE
POJIOB, WM ISl TIOJAaBJIEHUs ycTaHoBHBILEHCs nakTauuu no 0,25 mr (1/2 tab.) 2 p/cyt yepe3

Kaxapie 12 1 B Teuenue 2 quei (obmas go3a 1 mr) [135].

He pexomenayercsi xenmunam ¢ OILJI manupoBanne OEpeMEHHOCTH B TEPHOJT JICUCHUS
#TpeTUHOMHOM™** BO BpeMsl KOHCOJIMIUPYIOIIEH WM TOANCPKUBAIOLICH Tepanuu
(TepatorenHsiii 3¢ ekt #TpeTuHOUHA™*) [44].

YpoBensb yoeaquteabHOCTH pekoMeHAannu — C (YpoBeHb JOCTOBEPHOCTH 10KA3ATEJIbCTB — 5)

3.8. Jleuenue penmausa OILJI

Pexomenayercss y NalMEHTOB C IOATBEPXKIEHHBIM MOJEKYJApHbIM peuuauom OITI
(ompeneneHHbIM  Kak 2 mocnenoBaTenbHbIX [IL[P-monoxutenpHBIX —aHanu3a co
CTa0MJIbHBIM  HapacTaHueMm ypoBHA PML/RARA-TpaHcKpunTa IO  pe3yJibTaTam
onpenenenusi skcnpeccun pML-RAR-a (konudecTBeHHOE)) HE3aMEUIMTENIBHO HaudaTh
Tepanuio, BKIIOYAIOUIYI0 TPETUHOUH™* 1 Mbllbsika Tpuokcu (cM. Ilpunoxenne A3.1.
[IpoToxomel jgeueHus ocTporo npoMuiaouutapHoro cugapoma: Cxema sneuenus: OILUT no
nporpamme ATO + ATRA)), ¢ 1ienbio npeaoTBpalieHus pa3BepHyToro peuuausa [47,48].

YpoBenb yoenureabHocTH pekoMenganuu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4)
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KOMMBHTapI/Il/I: xoms mpemuHOUur ** ¢ couemanuu ¢ XT mooscem Obimbv UCNOIL308AHA 8 KAYECMEE
mepanuu CnaceHusl, Cxemvl Ha OCHOBe MblULbAKA mpuoxcuda 6 Hacmosujee epemst Cuumaromcs 1-

i tunuetl nevenus peyuousa Ol nocne xumuomepanuu.

Pexomenayercss rmanueHtaM 0e3 MOJIEKYJSIPHOM pEMHCCHM TIOCJ€ 3aBEpUIEHHS] KypCOB
KoHconuAanuu wiu ¢ peauausom OITJI BBIOMpaTs MPOTUBOPEIUINBHYIO TEPANHIO B 3aBUCUMOCTH
OT paHee MPOBEJICHHOTO JICYCHUS U JJIUTEILHOCTH MIepBON pemuccuu [1].

YpoBenb yoenureabHocTH pekoMenganuu — C (YypoBeHb JO0CTOBEPHOCTH 10KA3aTENbCTB — 4)
Kommenrapuu: nayuenmam c peyuousom nocie mepanuu mpemuHOUHOM 6 COYEMAHUU C
Xumuomepanueti ciedyem Jedums ¢ UCHONb308AHUEM HOOX0008, OCHOBAHHBIX HA UCNOIb30BAHUU
MblibsKka mpuoxkcuoa. B cayuae peyuouea nocie mepanuu MpemuHOUHOM U MbIUUbAKA
MPUOKCUOOM DPEKOMEHO0B8AHO UCNONb308AHUE KOMOUHAYUU MPEMUHOUHA U XUMUOMEPANUU.
Hcknrouenuem mocym dvims nayueHmsl ¢ NO30HUM PeYuoOUuBoM (OIUmenbHOCMb NePEoll peMUCCUull
>2 nem). Ilpu docmudicenuu nOBMOPHOU MONEKYAAPHOU PEMUCCUU OONIHCHA ObIMb PACCMOMPEHA
B03MOJCHOCMb ~ 6bINOIHEHUA  MPAHCNIAHMAYUU  CMEON08bIX  Kiemok Kpoeu (cm. 3.11

Tpancnaanmayusn eemonosamuyeckux cmeonosvix kiemox npu OIJI).

Pexomenayercsa s nauueHToB ¢ peuuauBom OIUI, mpoTekarommM TOJBKO € MOpPaXKeHUEM
HHC, uHayKIMOHHAs Tepanus U3 MUHUMYM €XKEHeJIeNbHOro (ONTHUMAaJIbHO 2 pasza B HEIEIO)
WHTpaTEeKaJIbHOTO BBeJeHUs 3 mpenaparoB (#meroTpekcara**15 mr, uurapabuna** 30 mr u
#nexcamerazoHa** 4 Mr) 10 MOJHOW SMMMHUHAIIMHM OIYXOJIEBBIX KIETOK W3 CIIMHHOMO3TOBOM
JKUJIKOCTH, 3aT€M BBINOIHAECTCS OT 6 10 10 UWHTpaTeKaJbHBIX BBEICHHUM B KayeCTBE
KoHconmuaauuu. [lapannenbHo 0643aTenbHO TODKHO MPOBOAUTHCS CUCTEMHOE JIGUEHUE KaK MPH
KOCTHOMO3TOBOM penuuse [144].

YpoBenb yoenurteabHOCcTH pekoMeHaIannu — C (YpoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4)

Pexomennyercst st sieuenus: peuuauBoB OITJ mocne yiedeHus: MbIIbsKa TPUOKCHIOM
UCTOJb30BaHNe  #OopTesomuba*™* B coueTaHMM C  MBIIIbSKA  TPUOKCHIIOM,
#TpeTuHOMHOM™** U #MUTOKCAHTpOHOM™ * [58,59].

YpoBenb yoeauTesibHOCTH pekoMeHaannu — C (YPOBeHb J0CTOBEPHOCTH 10KA3aTeJILCTB — 3)
Kommentapuu: [lpomugopeyuousnas mepanusi 6KioYaem Kypcbl UHOVKYUU U
KoHcoauoayuu. bonbhvim ¢ docmueHymou MOAeKyIapHoU pemuccueli npo8ooUmcs aymo-
TT'CK c obazamenvbHOU NpOGUIAKMUKOL HetpoaetKeMul ¢ UHMPAMEKAlIbHbIM 66e0eHUeM
#uemompexcama** 1 paz 6 mecay 6 meuenue 6 mecayes. B ciyuae nesozmodcnocmu

svinonnenuss aymo-TI'CK nposooumcs noodepoicusarowas mepanus. B ciayuae
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nposielienull  HeUpOMOKCUYHOCMU — Ha — mepanuu  #oopmezomubom™*  603M0OJHCHO
ymenvuernue 0o3ol #oopmezomuba** 0o 1 me/m? unu 0o 0,7 me/m? na eéeeoenue. Iloopobnas

cxema npomoxona npeocmasiena 8 npunoxcenuu (A 3.1)[58,59].

Pexomenayercs s nedenust peuuauoB OINJI, B ToM uncne — sKkcTpamenyJUIsIpHBIX,
Bkimtouass peuunuBbl B L[HC, pedpakrtepHbix K Tepanuu KOMOWHAIMEH MBIIIbsIKA
TPUOKCHJA, TPETHHOWHA, Oopre3omMuba W  MHUTOKCAHTPOHA,  HCIOJIH30BaHHE
#BeHeroksakca** 400 Mr B coueTaHUM C TUIIOMETHIIMPYIOLIMMH Ipenaparamu [60,152].
YpoBenb yoeauTesibHOCTH pekoMeHAannu — C (YPOBeHb J0CTOBEPHOCTH 10Ka3aTeJILCTB — 4)
KommenTapuu: 6 coobwenuu Y.Li u Op. kombunuposannas mepanus 8eHemokiaxcom 8 0osze 400
Me 8 cymku (nocmenenHoe ygenuuenue 003vi ¢ 100 0o 400 me 3a 3 ous) 6 mevenue 21 OHA u
azayumuouHom 6 doze 75 me/M’ 6 cymku 6 meuenue 7 OHell NO360JUNA OOMUYL DEMUCUU Y
nayuenma c peyuousupyujeti popmotui OIJI ¢ nopasxcenuem [[HC. Kpome mozo, omnocumenvho
HU3KAs MOKCUYHOCMb BEHEeMOKIAKC-CO0epHCAWUX KYPCO8 NO380/14em pAcCMaAmpusams Uux 8
Kavecmee anbmepHamugbl 60pme30Mub-cooeprcauemy Kypcy y NONCULLIX U Y NAYUEHMO8 C

NAOXUM comamudecKum cmantycom, a makKaHce y nayuernioes ¢ msiocenou nozzunedponamueﬁ.

Pexomenayercs niis nedenus pequansos OILI ¢ myrauueii B rene FLT3, B TOM uucie —
IKCTpaMeTyJUISIpHbIX, BKItouyas peunaussl B [IHC, pedpakrepHbIX K Tepanuy MbIIbiKa
TPUOKCHJIOM, UCTIOIb30BaHue HHruouTopoB FLT3 (LO1E: MHrubutopsl NpOTEeUHKUHA3HI)
B JI03aX U pPEeXKHUMax, aHaJOrMuHbIX g Tepanuu OMIJII, B coderaHuum c JApyrumMu
IIPOTUBOOITYXOJIEBBIMHU ITpenapaTamu [150].
YpoBens yoenurteabHocTH pekoMeHaanuu — C (YpoBeHb J0CTOBEPHOCTH /10KA3aTEJIbCTB —
4).
KommenTapuu: ona neuenuss nayuenmos c enepgvie evisinennvim OIIJI ¢ mymayuer FLT3,
UHSUOUMOPLL MUPA3UHKUHA3 He UCNONb3VIOMCA, MAK KAK 00120CPOUHble Pe3YIbmambl Ne4eHus
nayuenmog c mymayueu FLT3 mpemunourom 6 couemanuu ¢ xumuomepanueii u, 8 0CObeHHocmu,
MBIUBAKA MPUOKCUOOM, AHALO2UYHBL PE3VIbMamam ne4eHus nayuenmos 6esz mymayuu. OOounaxo,
uneuoumopvr  FLT3  mocym  Ovimb  ucnonv3oeanvl npu  Hedghgekmugnocmu — Opyeux
NPOMUBOONYXO0JIE8bIX NPENApamos o neverus nayuenmos ¢ peyuousom OIJI. Ecmb coobwenus
00 3¢phexmunocmu ucnonb3068aHUA SUNMEPUMUHUOA O NeUeHUs Pe3UCMEHMHO20 Peyuousa

OIJI ¢ sackmpameodynnaprvim komnornenmom [150].

3.9. Tepanus OI1JI, HHAVIMPOBAHHOI'0 NPEIIIECTBYIOIEH XUMHOTEPANIM el
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Pexomenayercsa siedenne mnamueHtoB ¢ OILJI, umHIynuupoBaHHOrO MpealIeCTBYIOLIEH
XMMHOTEpaNuen, Kak nanueHToB ¢ nepsuuHbiM OIJI ¢ mompaBkoil Ha BO3MOYKHYIO
KapJMOTOKCUYHOCTb BCJIEJICTBHUE MpEAIIECTBYOIIEN Tepanuu aHTpauukinHamu (LO1DB:
AHTpPaIMKIMHBI ¥ POJCTBEHHBIE COCIMHEHMS) M MEPEHECEHHBIX HH(EKIMOHHBIX
ocnoxxuenut [1-3,5,36].

YpoBeHsb yoequteabHOCTH pekoMeHAanuu — C (YpoBeHb JOCTOBEPHOCTH J0KA3ATEJILCTB — 5)

3.10. ConpoBoauTeILHASA TePpANU

PexoMeHnayercsi BceM TMAIlieHTaM CONPOBOTUTEIbHAS TEpamus I TPOPHIAKTHKA

oclIOKHEeHUH Ha (hoHEe OCHOBHOM Tepanuu [1-3,5].

YpoBenb yoenutebHOCTH pekoMeHaanun — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJbCTB — 5)
KomMmenTapuu: ¢ yenvio neuenus eunepypukemuu Ha3Hauyaiom aulonypuronr™* 6 0o3ax, coenacHo
uncmpyxkyuu npenapama. Obvem 8gooumoui scuoxocmu npu OILJI (pacmeop Hampus xnopuda™*,
pacmeop oexkcmposvl**,  C3I1, kpeonpuyenumama,, arOymuna**, npu HeobxXooumMocmu,
mpomooyumsl, 3pUMpoOYUmsl) 6 MeyeHue CymoK MOJCem COCmasisims 6oaee 3 1, NOIMOMY
HeoOX00UMbL OUeHb JHCeCMKULL KOHMPOIb 800HO20 Oananca u cmumyaayus ouypesa. Takoice
credyem nomuumo, umo cunepsonemust npu OIIJI moscem nposoyuposams 6oaee blCOKUL PUCK
JIE2OUHBIX — OCNIOJCHEHULl, — CepOeyHol  HeOOCMAMOYHOCMU,  UMUMUPOBAMb  CUHOPOM
oughgheperyuposKu Onyxonesvix Kiemox.

Baoicnvim ona kynuposanus ocnodxcnenuti na ¢gpone navanra X1 npu eunepretikoyumose,
0COOeHHO HA (oHe OONLULOL BONEMULECKOU HASPY3KU U KOAZYIAYUOHHBIX HAPYUEHUN, A6Iemcs
8bINOIHEHUE NIA3ZMO0OMEHA.

Hasnauenue anmubaxmepuanbHulx Npenapamos, HNpomueocpUudOKosvblX Npenapamos
CUCMEMHO20 OeUCMBUSL, NPOMUBOBUPYCHBIX Npenapamos peziamenmupyemcst npu OITJI memu sce
npasunamu, komopule ucnoavsyromes 6 aevenuu OMJI. Ilpumenenue KOIOHUECTIUMYTUPYIOUWUX

gaxmopos npu OILJI ne nokazano.

Pexomennyercsi Bcem marmentam ¢ OIIJl mpoBoauTh CTpOTHl KOHTPOJIb JUype3a H
arpecCUBHYIO TUYPETUUYECKYIO TEPAINNIO B CBSI3U C BBICOKMM PUCKOM Pa3BUTHUSL OTEYHOTO
cuHApoMa u o0beMHOM neperpysku [171,172].

YpoBenb yoenureabHocTH pekoMenaanuu — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 5)
Kommenrtapmii: uacmo y nayuenmoe c¢ OIIJI evipadicennvie Koa2yiayuoHHble HAPYUWEHUS U
UHGeKYUOHHbIEe OCNIOJNCHEHUS MpPeOyIom Npo8edeHUsi MACCUBHBIX MPAHCHY3UL KOMNOHEHMO8
KpPOBU U BHYMPUBEHHBLX UHDYIUL, U0 MOMCEm NPUGeCmu K OMeUHOMY CUHOPOMY U 0ObEMHOL

nepecpyske HCUOKOCBIO. KpOMe maoco, 603MOINCHO pa3zeumue ocmpo2o no4edHoco noepeofcdenuﬂ,
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CBA3AHHO20 C CUHOPOMOM PACNAOd ONYXOAU U He3HAYeHUeM He@dpPOmMOKCUUHbIX npenapamos. B
MaKom ciyuae 8axdcHO Cmpo20 KOHMPOIUPOBAMyb HAIUYUe nepughepuieckux omexkos, c60000HOM
AHCUOKOCMU 8 NOJIOCMIAX, 00BEeMbl 8600UMOU U BbIBOOUMOT HCUOKOCIU, MACCY mena 8 OUHAMUKe U
BENIUUUHY YEHMPATIbHO20 8EHO3HO20 OAGIeHUsl (NPU HATUYUU YEHMPATHO20 8EHO3HO20 Kamemepa,).
Ilpu npusnaxax ompuyamenbHo2o Ouype3a uiu OMeuyHo20 CUHOPOMA HeOOX00UMO NposedeHue
mepanuu nemiesbiMu OUypemuKamu no0 KOHMpPoaem apmepuaibHo20 0A1eHUs U KOHYEHmpayuu
INEKMPOIUMO8 8 CblBOpOmKe Kposu. Baogxno oughghepenyuposamv uzonuposanmulii. omeunvlii
CUHOPOM OM OUDDEPEHYUPOBOUHO20 CUHOPOMA, 8 CUMNIMOMOKOMNIEKC KOMOPO20 MONCE MONCEM
6X00UMb HATUYUE OMEKO8, MAK KAK 8 NepeoM Clyyde HA3HAYEeHUe KeIOKOKOPMUKOCEPOUOHbIX

COPMOHOB HeoboCHOBAHO.

He pexomenayercs: nanuentam ¢ OIJI naznayenue dunrpactuma*™* B CBS3M C BBICOKUM
PUCKOM  pa3BUTUS ~ WHTPAKpPAaHUAIbHBIX  KPOBOM3IMSHUI, 332  UCKIOYEHHEM
HEOOXOAMMOCTH cOOpa ayTOJOTUYHBIX CTBOJIOBBIX KJIETOK JJIsl BhinonHeHus ayto-TTCK
[170, 171].

YpoBenb yoenuTeJbHOCTH pekoMeHnaanuii — C (YypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 4)

Kommenrapuu: ananuz meouyurncxot ookymenmayuu 101 nayuenma ¢ OIJI, nonyuasuieco
mepanuio 8 MD Anderson, npodemoncmuposan, 4mo UMeHHO 68edeHue PUICPACUMA
nayuenmam ¢ OIJI ¢ neiikoyumonenuell, a He medenue 3a0071e6aHUsL NPUBETO K POCHY
Konuuecmea aeukoyumos. OOHaAKo Ol ONYXONeGblX NPOMUELOYUMOS8 XaAPaKmepHda
svicokas sxcnpeccus peyenmopa [-KC®, credosamenvHo, go30elicmeue uiepacmuma
npUBOOUM K CMUMYJISAYUU POCMA NPEeUMYWEeCmMBEeHHO ONYXO0Ne8ol NONYIsyuu, da He
HOPMAIbHBIX MUETOUOHBIX NpeduecmeeHHukos. Tax kax Oblia 00KA3aHA KOppensyust
MexHCOY KOMUYeCmBOM JNeUKOYUMOos ¢ KOA2YIAYUOHHbIMU HAPYUWEHUSAMU, HA3ZHAYeHUe

qbuﬂzpacmwwa MoaHcent nOBsbICUNTb PUCK pA36UMUSL JHCUSHEYSPOHCAIOUWUX Kpoeomeqeﬁuﬁ

npu OI1JI.

PexoMenayercsi BceM naieHTam npu nposeaeHud XT npouinakTuka u JedeHrne TOUTHOTHI
Y PBOTHI B 3aBUCUMOCTH OT AIMETOT'€HHOI'0 MOTEHIIMajla IPOBOAUMOTIO JICUEHHUS COTJIaCHO
CYIIECTBYIOIUM MPO(QUIBHBIM PEKOMEHAIMAM [52].

YpoBenb yoenuteabHocTu pekoMenaanmii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4)

PEKOMeH)]yeTCﬂ IIpru BO3HHUKHOBCHHH OCTPOI0 HIM XPOHUYCCKOI'O 00JIEBOTO CHUHApOMA
YTOYHCHUC OTHUOJIOTHA 6OJII/I; IIpU BBIABJICHHWM O4Yara BOCHAJICHHUA — IPOBCIACHHUC

HCO6XO,Z[I/IMBIX MepOHpI/IHTI/Iﬁ nmo ¢€ro JICYHCHHUIO COIJIaCHO COOTBCTCTBYIOIIHUM
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KJIMHUYECKUM PEKOMEHAMSIM (BKIH0Yasi IPU HEOOXOJUMOCTH XUPYPTrUYECKOE JIEUCHHE);
Opy  HMCKIIOUEHUH WH(GEKIIMOHHO-BOCHAIUTEIHHOH MPHPOALI OO0JIEBOrO CHHApPOMA
peKoMeHayeTcsl TpOBEJACHUE 00€300MBAIOIICH TEpanuyu COTJACHO CYIIECTBYIOIIUM
IpOTOKONIaM 00e300/MBaHUs (CM. COOTBETCTBYIOIIME KIMHHYECKHE PEKOMEHJAIUU 10
XPOHUYECKON 00, KIMHNYECKHE PEKOMEH/IAlUK 110 aHECTE3UOJIOTHH), B TOM YHUCJIE 110
MOKa3aHUsIM — C NPUMEHEHUEM OINHUOUJHBIX AHAJIBI€TUKOB, C YYETOM BO3MOXKHBIX
MPOTUBOMOKA3aHUM, CBSI3aHHBIX C IIMTONICHUEH, MHBIMUA KIIMHUYECKUMU CUTYalusiMu [54].

YpoBeHns yoenquteabHOCTH pekoMeHaanuii — C (YypoBeHb JOCTOBEPHOCTH I0KA3ATEJIbCTB — 5)

Pexomennyercsi Bcem marmentam ¢ OIJI BosmepxkaThCsi OT MPOBENCHUS WHBA3WBHBIX
MaHUITYJISIUA B CBSI3U € KOAryJSILMOHHBIMU HapyILIEHUSIMU JI0 UX KylUpoBaHus [62].

YpoBenb yoenuteabHocTH pekoMenaanmii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJIbCTB — 5)
Kommenrapuu: ¢ mom uucne cnedyem osoepoicamovcsa om ycmanosxku LIBK 6 cea3u ¢ bicokum
PUCKOM 0OPA308AHUSL MACCUBHBLX 2eMAMOM 8 001ACmU weu. B ycio8usax nioxo KOHmMpoaupyemozo
2emMocmasa mMemooom 6vlbopa obecneyenus cocyoucmoeo oocmyna sensomces IIHIBK,
ycmanasausaembvie yepe3 KyoumaibHyro uiu 6paxuaivbHyio 6eHvl 8 HOJOCMb NPABO20 NPeOCePOUs.
IIUIIBK mooicHo 6e30nacHo ycmaHo8umsv 0adce Npu CaAMbIX BbIPANCEHHbIX HAPYUEHUSX
eemocmasa, a evicokonomounwiti [IMI[BK nozeonsem obecneuums Oocmamounwviti 00vbem

unghyzuonnot mepanuu [145].

Pexomenayercs nauuentkam ¢ OII mpu pa3BUTHM MaTOYHBIX KPOBOTEUEHHI BBITIOJHEHHE
obmero (KIMHUYECKOTO) aHalh3a KPOBH W KOaryjaorpammbl  (OpUEHTUPOBOYHOE
HCCIIEIOBAaHUE CUCTEMbI FeMOCTa3a) JUIs OIpeaesieHus Heo0X0AUMOCTH HazHaueHus: B02
['emocTaTnueckux cpeACTB WK MPOBEEHUS TpaHChy3nOHHOM Tepamun [135].

YpoBenb yoenurTeabHocTH pekoMenaanmii — C (YypoBeHb J0CTOBEPHOCTH I0KA3aTEJIbCTB — 5)
Kommenrapuu: nokasanus k mpauncgysusim KoMnoHeHmMamu OOHOPCKOU KPO8U ONnpeoessitoncsl
Ha OCHOBAHUU Pe3YIbMamos 1a00pamopHbIX UCCIe008AHUL U 8bIPANCEHHOCNU 2eMOPPASUYECKO20
U aHemMu4ecko2o cumopomos. M3 cemocmamuueckux cpeocme HNOKA3AHO UCNONb308AHUE
mpanexkcamogas kuciomol ** - 250 - 500 me enympo x 3-4 p/oens; unu enympusenno 1000 me x 3—

4 paza 6 cymxu, anpomunur u op [135].

Pexomenayercs nmanuentkam ¢ OIJI mpu pa3BUTHH MaTOYHBIX KPOBOTEUCHHI BHITIOTHEHHE
YIBTPAa3BYKOBOTO HCCIEAOBAHUS MAaTKH W TPHUIATKOB TPAHCBArMAJIbHOTO W IpHUEMa
(ocMOTp, KOHCYNbTallMs) Bpada-aKyllepa-THHEKOJIOra MOBTOPHOTO MJIsi ONpeAeTICHHS
NPUYMHBI KPOBOTEUEHUH W 00bEeMa HEOOXOIUMBIX JUAarHOCTHYECKUX U JIEYCOHBIX

MaHunyJsiui [135].
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YpoBenb yoenuTeJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5)

Pexomenayercsas mnauuentkam ¢ OIIJl npu pas3BUTUM MATOYHBIX KpPOBOTEUEHMH H
HeapexktuBHOCTH B02 I'emocraTMueckux CpeACTB WM TpaHC(Y3UOHHOW Tepanuu
Ha3HaueHHe KOMOMHHMPOBAHHBIX OpajbHBIX KOoHTpanenTtuBoB (GO3A I'opmoHanbHbIE
KOHTpAIENTUBBI CUCTEMHOTO AeicTBus) [135].

YpoBeHns yoeaquteabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Pexomenayercss mnauuentkam c¢ OIIJl npu pa3BUTUM MAaTOYHBIX KpPOBOTEUEHHH U
s¢¢pextuBHOCTH BO02 ['emoctraTnueckux CpeicTB, TpaHCHY3HMOHHOH Tepanmuu MU
KOMOWHHUPOBaHHBIX OpaibHbIX KOHTpauenTuBoB (GO3A ['opMoOHanbHbIE KOHTPALIETITUBbI
CHCTEMHOI'0 JeWCTBUS) NPUMEHEHHE XMPYPrUYEeCKUX METOJI0B OCTAaHOBKHM MAaTOYHBIX
KPOBOTEUEHUH MPH YCIOBUU KyIUPOBAaHUS KOAryJIsLIMOHHBIX HapyeHui [135].

YpoBenb yoenureabHocTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJILCTB — 5)

Pexomenayercs mnanuentam ¢ OIUI mpu pa3sBUTUM BHYTPHUUYEPENHBIX KPOBOM3IUSHHIMA
MPUACPKUBATHCS OOIMICTIPUHATON TAKTHUKU JUATHOCTUKH U Tepanuu [136].

YpoBenb yoenuteabHocTH pekoMenaanmii — C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)

He pexomenayercsa nanuentam ¢ OIUJI npu pa3zBuTHU BHYTpUUEPEITHBIX KPOBOUZIUSIHUN U
HaJIMYMKM TOKAa3aHUU JJi1 BBINOJHEHUS] ONEPATHUBHOTO BMEIIATENbCTBA IMPHU YCIOBUU
KOMIICHCALIUM KOAryJISLUOHHBIX HapyUIeHUI OTKa3 WM 33JepKKa B BBINOJIHEHHUH
ONEPAaTUBHOTO BMeIIaTeNbCTBa [136].

YpoBenb yoenuTeJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5)

Pexomenayercsi nanuentam ¢ OIUUI nmpu pa3BUTHM TPOMOOTHYECKUX OCIIOKHEHHI
NPUIEPKUBATECS OOLIEIPUHATON TaKTUKU IUArHOCTUKU, TEpalluUd U HPOPHIAKTUKU
[137].

YpoBeHb yoenuTeIbHOCTH pexoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

Pexomenayercs nanuentam ¢ OILI, noxyvaronmm Tepanuio #TpeTHHOMHOM** B coueTaHun

C XUMHOTEpanuel C MpU3HAKaMU JIEKOMIIEHCALUU CEepAEYHO-COCYIUCTOW MNaTOJIOTUU

CHIDKEHHE J103bl aHTpauukKiIMHOB (LO1DB: AHTpanukInHOB ¥ POACTBEHHBIX COSANHEHHIA)
[138,139].

Kommenrapuu: npu neuvenuu no npomokony AIDA 6016HbIM U3 2pyNnbl HUKO20 pucka cmapuie

55 nem unu ¢ conymemeyrowel KapouaibHoU namoo2uell MUmMoKCanmpon 6600UMCcs 8 meyeHue

mpex Oneii. Bonbnbilm uz epynnol 6bicoko2o pucka (unuyuanvbuolil aetikoyumos =10 % 10°/1) 6

Kauecmee mopo20 Kypcd KOHCOMUOAYUU pemMuccuu npogoosim Kypc 5+2 emecmo 7+3.
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Pexomennyercsi mamuentam ¢ OIUI, mnonywarommm Tepanuio H#TPETUHOMHOM™** M
TPUOKCHUJIOM MBIIIbSKA, H30eraTh Ha3HAUYCHUS MpernapaToB, yanuHsommx uarepsan QT
[62].

YpoBeHnsb yoenquteabHOCTH pekoMeHAanuii — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Pexomenayercss mnanuentam ¢ OIUI, mnomywarommm Tepanuio #TPEeTUHOMHOM™™* U
TPUOKCHJIOM MBIIIbsIKA, MpH yuiMHeHUH uHTepBana QTc OGomee 500 Mc OTMEHUTH
TPUOKCH] MBILIbSIKA U MPOBOJAUTH CUMIITOMAaTHUYECKYIO Tepamuio 10 Hopmanuzauuu QT
[62].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)

Pexomenayercs naruentam ¢ OITJI mpoBoauTh MMArHOCTHKY M JiedeHHWE HMH(PEKIMOHHBIX
OCJIOKHEHUH COTJIACHO PEKOMEHIAIMSIM BEJICHUS MAIlUEHTOB C 3a00J€BAaHUSIMU CHCTEMBI
kpoBH [140-142].

YpoBenb yoenuteabHocTH pekoMeHaanmii — C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)

He pexomenayercsi nanuentam ¢ OIIJI mpoBoauTh NEpBUYHYHO MPOTUBOBUPYCHYIO H
aHTHOaKTepHabHYI0 pomnakTuky [143].

YpoBenb yoenuTeJbHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5)

Pexomenayercss mamuentam ¢  OIUJl mpoBoauTh TEPBUYHYIO MPOTUBOTPHUOKOBYIO
NpOQHIAKTUKY Ha ATanax WHAYKIUH W KOHCOJIHIAIMH TIPU OXXHIAEMOW JITUTEIHHON
HeliTponienuu (0T 7 aHel u 6onee) [143].

YpoBenb yoenuTeJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5)
Kommenrapuu: 6orvnuoiv OIL/I npomusocpubrosvie npenapamuvr (JO2 IIpomusocpudrossvie
npenapamul CUMeMHO20 0elcmaust) 0 npoghuirakmukuy Hazuadarom 6 unoykyuu. Ilpogunaxmuxa
Ha omane KOHCOAUOAYUU XUMUOMEPAnuu makice Modxcem Oblmb HpoeodeHa Npu Kypcax
Xumuomepanuu, npuUBOOSWUX K Oaumenvhol Heumponenuu. Ilpenapamom evibopa 0

npoguraxmuxu aeusiemcs nozakonazon** e cycnenzuu (no 200 me 3 pasa nocie eovi).

Pexomenayercsa nanuentam ¢ OI1JI, umMeBIIMM B aHaMHE3€ MHBA3UBHBIA MUKO3, BEI3BaHHBIN
IUIECHEBBIMU TpuOamMu (MHBA3UBHBIM aclepruiuie3, MyKOPMHUKO3 H Jp.), a Takxke
JTUCCEMUHUPOBAHHBIN WHBAa3WBHBIA KaHAMI03 (MHBa3uWsg B OpraHbl), MPOBOIUTH
BTOPUYHYIO MPOTUBOTPUOKOBYIO MPO(HUIAKTUKY BO BpeMs OYEPETHOrO0 Kypca
XUMHUOTEPAINHH, €CITU 03KUJIAETCsl HEUTPOIeHHs oT 7 IHe u Ooinee [143].

YposeHsb yoeaquteabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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KomMmeHnTapuu: emopuunas npomugocpubkosas npopuiakmuka nokasaHa npu Kypcax
Xumuomepanuu, CONPOBOAHCOAIOWUXCS Helimponexue, u npu UCNONIb30GAHUU
UMMYHOCYNPECUBHBIX Npenapamos. /i1 6mopuuHol npoguiaKkmuKky HA3sHa4arom npenapam, npu
UCTIONIL30BAHUL KOMOPO2O ObLIO OOCMUSHYMO U3JleYeHUue Om UHBA3UBHO20 MUKo3d, ¢ 1-20 OHsa

NOCIEeKypCco6020 nepuooa uiu npu koauuecmee 2paryioyumos <0,5 x 10°/n.

3.11 TpaucnjanTanys reMonodITHYECKHX CTBOJOBBIX KJeTOK npu OI1JI

He pexomennyercsi y nammentoB ¢ OILUI B nepBoii MOJNEKYJISIpPHON PEMHCCUU BBIMOIHSTH
ayto- win amo-TI'CK [1-3,5,36].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YPOBeHb IOCTOBEPHOCTH J0KA3aTeNbCTB — 5)

Pexomenayercs nanmentam ¢ peruausoM OILJI monoxke 45 et u ¢ XOpoInuM COMaTUYeCKUM
CTaTyCcoOM, y KOTOpBIX TMoJiydeHa 2-s1 MojekyssipHas [IP, paccMoTpeTs BO3MOXKHOCTH
BbinosiHeHUs ayto-TT'CK [49].

YpoBenb yoenureabHocTH pekoMenaannu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4)
KoMmMeHTapuu: 3a20moexka aymonocuyHulX CMEON08bIX KIEeMOK HPOU3BOOUMCS 8 nepepvlee
MedHcoy Kypcamu KOHCOTUOAYUYU NPU Y CTI08UU OOCIUINCEHUS NAYUEHMOM MOJIEKVIAPHOU PEMUCCU.
Aymo-TI'CK  mooicem — 8blnOIHAMbBCA  MOALKO 6  clyyae, eClu 6  3a20MOGIeHHOM
aymompaucnianmame omcymemeyem moaekyasapusii mapkep. Aymo-TI' CK evinonnsemcs nocie
3a6epuieHus  6cex KYpco8 KOHCOMUOAyuu U  B0CCMAHOBIEHUs  NoKasameneli  KpoGu.
Tpancnaanmayuu npedwiecmeyem KOHOUYUOHUPOBAHUE 6 MUEN0ADIAMUBHOM pedcume ¢
skatoueHuem #Hoycyropana** u yuxiogocpamuoa** (cm. npunoscenue A3.4. Ilpomoxon

KOHOUL}UOHMPO@CZHZUZ 6 MUeN0abIAMUEBHOM peastcume npu 6blNOJIHEHUU aymo-TFCK nayuermam c

peyuousom OI1JI) [49].

Pexomenayercss manueHtam ¢ peuuauBoM OILI, KOTOpeIM 3alIaHHUPOBAHO BHITIOTHEHHE
ayto-TI'CK, misa moOunu3zanuu u cOopa ayTOJOTHMYHBIX CTBOJIOBBIX KIIETOK KPOBH
ucnonb3oBanue puiarpacruma** B noze 10 mr/xr/cyt [130].

YpoBenb yoeauTesibHOCTH pekoMeHAannu — C (YPOBeHb J0CTOBEPHOCTH 10Ka3aTeJILCTB — 4)
KommenTapuu: 6 racmoswee epems NPUHAMO CUUMAMb, 4MO MUHUMATbHLIM KOJIUYECTNEOM
KIemoK, He0OX00UMbIM O]l NPOBEOeHUsl OOHOU aYMOJOSUYHOU MPAHCHIAHMAYUY, ABIAEMCs
2x106 CD34+ xnemox/ke 6eca 601bH020, a ONMUMAILHBIM KOAUYEeCmeom — 3nayenue 3—5 x 106

CD34+ knemox/xe [49].
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Pexomennyercsi y naruentoB ¢ OIJI, kotopeim Obuta BeimoHeHa ayTo-TI'CK, mpoBoauTh
NOIEPKUBAIOLIEE JI€YECHHE HTPEeTUHOMHOM **, #meroTpekcaTom™* u
MepKanTonypuHoM™** B TeyeHue roja 0o 10 KOHCTaTaluu penuansa [49].

YpoBeHb y0eauTeIbHOCTH peKOMeHAauu — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)
KomMmenTapuu: noooepocusarowas mepanus nadunaemcs yepes 30 Ouell nocie npogedeHus
aymo-TI'CK npu ycnosuu 6occmanoénenus noxazameneti Kposu (mpomboyumot 6onee 100*10°/x,
netimpoguavt 6onee 1*10°/n). Brxuiouaem mepxanmonypun** ¢ dose 50 me/m’ 1 paz 6 Oenv
NOCMOAHHO (MONOKOM He 3anuéamv) u #memompexcam™* ¢ dose 15 me/m’ 1 paz € nedemo,
#mpemunoun™* — 45 me/m2 enympo esxnceonesHo nocie eobl (MOACHO 8 2 npuema) 6 meuenue 2 Heo.
(1—15-1i onu) u npumensiemes 1 pas ¢ 3 mec [62]. XT npexpawaemcs uepes 2 2o0a om momeHma
3a6epuieHuss KOHCOIUOAyUuuY, eciu 8 meyeHue 6ce20 nepuooa HabaooeHus He Obliu onpeoeneHvl

MonekynapHule peyuousol [49].

He pexomenayercss namuentam ¢ peuuauBom OIUI crapmie 40 et win ¢ OTATOIIEHHBIM
KapJMOJIOTHYECKMM aHaMHe30M BBIONMHATE ayTo-TT'CK  u3-3a  BBICOKOTO pHCKa
OCIIO’)KHEHUH BCIIEICTBUE MHENI0A0IaTUBHOTO KOHAUIIMOHUPOBaHUs [62].

YpoBenb yoenutejJbHOCTH pekoMeHaanun — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATeJbCTB — 4)

Pexomenayercsi nanuentam c peuuauBom OIUI crapme 40 ner wiM ¢ OTATOLIEHHBIM
KapJAUOJIOTMYECKUM aHaMHE30M IPH HAJUYHUU MOJHOCTHIO COBMECTUMOIO JIOHOpA MOCIe
JOCTHKEHUSI MOJIEKYJISIpHOM peMuccuu nposenenne amio-TT'CK ¢ konauimnonupoBanem
MMOHMKEHHON MHTEHCUBHOCTH [62].

YpoBenb yoenureabHocTH pekoMengannu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4)

Pexomenayercsi manuentam ¢ penuauBoM OINJl ¢ muTOreHeTMUECKHMMH aHOMATHSIMU,
accouuupoBanHbiMu ¢ MJIC, mocie 1oCTHKEeHHsT MOJIEKYISIPHOW PEMUCCUU MPOBEICHUE
auto-TI'CK ¢ KoHIUIIMOHUPOBAaHHUEM TTOHMKCHHOW WHTEHCUBHOCTH [62].

YpoBenb yoenurteabHocTH pekoMenaanuu — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4)

Pexomenayercs manuentam c¢ peaunuBoM OIUI crapme 40 neT wiM C OTATOIIEHHBIM
KapJMOJIOTUUYECKUM aHAaMHE30M TpPU HEBO3MOXXHOCTHU  BhIMOJHEHUs1 amio-TT'CK
BBITMIOJHATH MPOBOJIUTH MOAECPKUBAIOIIEE JICUEHUE, BKIIIOUAIOIIEE MepKanmonypun** ¢
0oze 50 me/m? 1 paz 6 denb nocmosaHno (MONOKOM He 3anueamv) u Hmemompexcam** ¢
0osze 15 me/m? 1 pas 6 nedento n/k unu é/m, #mpemunoun™** — 45 me/m2 enympo esxiceoneeno
nocie eovl (M0XdCHO 8 2 npuema) 6 meyenue 2 neo. (1—15-u onu) 1 pasz 6 3 mec.B TeueHUE

roja jau00 J0 KOHCTATalMK penuanba [62].
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YpoBenb yoeauTeabHOCTH pekoMeHaanun — C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB

—4)

Pexomenayercs nanuentam ¢ OIJI, y KOTOpBIX HE JOCTUTHYTA 2-51 MOJIEKYJIIpHAs PEMHUCCHUS,
paccMOTpeTh BO3MOXKHOCTD BbinoHeHus aio-TT'CK [50].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YPOBEHb IOCTOBEPHOCTH 0KA3aTeNbCTB — 4)

3.12 Jleueonoe nurtauue nanuenTos ¢ OILJI

Pexomennyercsi  obecrieuenne mamueHtoB ¢ OIUI, rocmutanm3upoBaHHBIX B
KPYTJIOCYTOYHBIN CTAaIlMOHAp, AMETUYECKUM JIeYeOHbIM MHUTAaHUEM B COOTBETCTBUH C
npukazamu MuHHCTEpCTBA 31paBooxpaHeHus PO, u ¢ yueTroMm cOMaTHYECKOTO cTaryca u
KOMOPOMIHOCTH TAI[MEHTa, a TAKXKE C y4eTOM OTPAaHUYCHUU B MUTAHHUH, CBSA3AHHBIX C
HaJIMYHEM U CTETICHBIO BRIPAXKEHHOCTH 1uToneHuu | 146-148].

YpoBens yoeauteabHocTH pekoMeHaanuu — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KoMmMeHnTapuu: opranusaius JUEeTHUYECKOro JieueoHoro nutanus naurentoB ¢ OIJI npu
CTAallMOHAPHOM JICUEHUH B MEIULMHCKUX OPraHu3alusX MPOBOAUTCS B COOTBETCTBUU
npuka3zamMu MuHucTepcTBa 31paBooxpaHenust Poccuiickoit ®enepanun ot 05.08.2003 r.
Ne330 «O wMepax 10 COBEPIICHCTBOBAHHIO JICYEOHOTO MHUTaHUS B JIe4eOHO-
npopuIakTHYeckux yupexxaeHusx Poccuiickoit ®@eneparm», ot 21.06.2013 r. Ne 3951
«O06 ytBepxkaeHUU HOPM JiedeOHOro muTanus» u oT 23.09.2020 r. Nel008H «O6

YTBEP)KJICHUU TOPs/IKa OOKCIICUEHUS MalMeHTOB JIeYeOHBIM nuTanuem» [146-148].
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4. MequuuHCKas peadWIUTANNS U CAHATOPHO-KYPOPTHOE JIeYeHne,
MeJIMINHCKHE MOKA3AHUSA M MPOTHUBONOKA3aHNUS K IPUMEHEHHI0 METO/10B
peadHIUTANMH, B TOM YHUCJI€ OCHOBAHHBIX HA MCIOJIb30BAHNH NPUPOIHBIX

JeyeOHbIX GaKTOPOB

Pexkomenayercss TpOBEACHHE pPEAOWIMTAMA TIPU BO3HUKHOBEHUH OCJIOXHEHHH IOCIe
3aBepuieHus mporpammbl Tepanuu OIJT B pamkax cOOTBETCTBYIOIIMUX HO30JI0THH [55].
YpoBenb yoenurteabHocTH pekoMenaanmii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 5)
KommenTapuu: Crneyuanvuwvix memooos peaburumayuu npu OILJI ne cywecmayem.
Ilocne okoHuaHus JNeyeHusi PeKOMeHOYemcs 6ecmu 300p06blil 00paA3 JHCUZHU, UCKIIOYUMDb
unconayuio u gusuomepaneemudeckue npoyedypul. Ilpu nposedenuu XT 603mooicHa Kapouo-,
eenamo-, Heupo-, Heghpo- u Opy2as MOKCUYHOCb, NOCIEOCMBUS KOMOPOU MO2YM NPOAGIAMbCA U

nocjie ee OKOH4YaHu:l.
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5. IlpodunakTuka u JUCNaHCEPHOE HADJI0IeHNe, MeTUIIMHCKUE TOKA3AHUA U

MNPOTUBONOKA3aHUA K IPUMECHCHUIO METO10B I[pO(l)HJIaKTI/IKI/I

PexoMeHnayercsi B paMKax JMCHAHCEPHOTO HAOJIONEHHS MAIMEHTOB I10CJIE OKOHYAHUS
nporpammel Tepanuu OITJI BbIMOAHATH HccienoBaHue 00LIETro (KIMHUYECKOr0) aHaIn3a
kpoBu (IIK), xoaryisorpammsl (OpHEHTHPOBOYHOE MCCIIEOBAHUE CHUCTEMbI reMOCTasa),
aHaM3a KPOBH OMOXHMHYECKOTO OOIIETEpParieBTUYECKOTO KaKIbId MeCsll B TEUCHHE
nepBbIX 2 JeT u 3areM | pa3 B 2—3 Mecdla A0 5 NIeT OT Havaja JeYEHHUS; BBIMOTHSIThH
LIUTOJIOTUYECKOE UCCIIEIOBAaHNE Ma3Kka KOCTHOTO MO3ra (MUEIOrpaMMy) C ONpeeIeHUEM
skcnpeccun pML-RAR-a (konmnuectBeHHOE) B TeueHue 1-ro roga — 1 pa3 B 3 mecsiia,
nanee — 1 pa3 B 6 Mecsi1ieB B T€UeHHE 2-T0 roJia, fanee — 1 pa3 B Toj 10 5 JeT HaOIoIeHUS
JUTS. KOHTPOJISt 9P PEeKTUBHOCTHU JICUECHUSI U CBOEBPEMEHHOTO BBISIBIICHUS peuuanBa [2].

YpoBenb yoeauTesibHOCTH pekoMeHAanmii — C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJILCTB — 5)

Kommentapun: Cneyuguueckou npoguraxmuxu eos3nuxknosenuss OIIJI ne cywecmeyem.
Buennanosoe evinonnenue odwezco (KiuHuyecko2o) amanuza Kpoeu HNOKA3AHO Npu Jo0OblX
USMEHEeHUAX 6 cocmoaHuu nayuenma. Bhennanoeoe uccneoosanue KM (yumonocuueckoe
uccre0osanue Maka KOCMHO20 mMo32a (Muenozpammy) u onpeoenerue sxcnpeccuu pML-RAR-a
(KonuuecmeenHnoe)) NOKA3AHO NPU GbLAGIEHUU TOObIX USMEHeHUll cemocpammbl. borvuuncmeo
peyuousos npoucxooum 6 medenue -3 nem nocne okonuanusi mepanuu. CmaHoapmu308aHHble
spemeHuble mouku e3amus KM neobxooumul npu monumopunee MOKB.
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6. Opranuszanus oKkazaHusi MeIMIUHCKONH MOMOLIHU

MenuiuHcKast HOMOIIb, 32 UCKJIFOUYCHUEM MEMIIMHCKOM MOMOIIM B paMKaxX KIMHUYECKON
ampoOaruu, B COOTBETCTBHHM C ¢eaepaabHbiM 3akoHOM oT 21.11.2011 Ne 323-®3 (pen. ot
25.05.2019) «O6 ocHOBax oXpaHbl 3J0pOBbs I'paxkaaH B Poccuiickoit denepanumy opranuzyercs
Y OKa3bIBACTCS:

— B cootBercTBUH ¢ [lonoxeHnem 00 opraHu3aluy OKa3zaHUs MEIUIIMHCKON TOMOIIN
0 BHJAM MEIMIMHCKOM IOMOIIH, KOTOPOE YTBEP’KAAETCS YHNOJHOMOUYEHHBIM
(enepanbHBIM OPraHOM UCIOTHUTEIBHON BIIACTH;

— B COOTBETCTBHMHU C IMOPSAJIKOM OKa3aHHs MOMOIIM MO MPOQUII0 «TeMaToJIOTUs»,
00s13aTeNbHBIM /TSI UCIIOJTHEHHsT Ha Tepputopun Poccuiickoit denepany BceMu
MEIUIMHCKMMHU OpTraHU3alUsIMH;

— Ha OCHOBE HACTOSIINX KIMHUYECKUX PEKOMEHIAIHIA;

— € y4eTOM CTaHJapTOB MEIUIIMHCKOMN MOMOIIH, YTBEPKICHHBIX YIIOJTHOMOYEHHBIM
(eneparbHBIM OpraHOM HCIIOJTHUTEIBHON BIIACTH.

IlepBruyHas crnenuanu3upoBaHHasE MEIUKO-CaHUTApHAasl MOMOIIb OKa3bIBAETCS BPadOM-
reMaTojJoroM ¥ HMHBIMH  BpadaMH-CIEIHAIMCTaMH B IEHTpe  aMOyJIaToOpHOU
reMaToJI0r MUeCKOW/OHKOIOr MUeCKON MIOMOILU 160 B HEPBUYHOM
reMaToJIOrMUYECKOM/OHKOJIOTHYECKOM KaOWHeTe, MEepPBHYHOM TI'eéMaTOJIOTHYECKOM OT/CICHUH,
MOJUKIMHUYECKOM OT/IEJIEHUN OHKOJIOTHYECKOTO JUCIIaHCepa.

[lpu BBIIBIEHHH y OOJBHOTO OCTPOro mpomuenouuTapHoro serkosa (OIUI) wmm
MIOJIO3PEHUH Ha HEr0 BPauM-TepaIeBThl, BpPAUM-TEPaIieBThl yUaCTKOBbIE, Bpauu OOIIeH MPaKTUKH
(ceMmeiiHble Bpauu), Bpauu-CHELUATHUCTHI, CPEAHNE MEIUIIMHCKAE PA0OTHUKH B YCTAaHOBJICHHOM
NOpSAAKE  HAmpaBJIAlOT  OOJBHOIO  HAa  KOHCYJbTALMIO B LEHTPp  aMOyJIaTOpHOM
reMaTOoJIOr MUECKOW/OHKOIOTMUECKOW TTOMOIIH JTMOO B MEPBUYHBIA reMaToIOTHYeCKUil KaOuHeT,
MEPBUYHOE T'€MAaTOJOTHYECKOE OTMEICHUE MEIUIIMHCKOW OpraHHM3alvu Uil OKa3aHUs eMy
MEePBUYHOHN CIIELUAIN3UPOBAHHON METUKO-CAHUTAPHOMN TOMOLIIH.

Bpau-remaronor/Bpad-oHKoor ~ amMOyJaTOPHOTO ~ WJIM  CTAallMOHAPHOTO  3BEHA
reMaToJOTMYECKOW TOMOIIM OpraHU3yeT BBIMOJHEHHE JIMArHOCTHUECKHX HCCIIEeI0BaHMM,
HEOOXOMUMBIX ISl yCTAHOBIICHHS JHMarHo3a, BKIIOYas pacIpOCTPaHEHHOCTh M CTaIUI0
3aboseBaHus. B ciryuae HEBO3MOKHOCTH NMPOBEACHUS TUArHOCTUYECKUX UCCIICAOBAHUM MAIUEHT
HaIpaBJSIETCs JISUallliM BpadoM B MEIAMIIMHCKYIO OPTaHM3aLHUI0, OKA3bIBAIOIIYI0 MEIUITMHCKYIO
MOMOIIlb OOJIBHBIM C TeMaTOJIOTMYECKUMHU 3a00JIEBaHUSMHU ISl YCTAHOBJIEHUS JMarHosa Hu
OKa3aHUs CIEeNHUATH3UPOBAHHOM, B TOM YHCIIe BEICOKOTEXHOJIOTHYHON, MEMIIMHCKON TOMOIIIH.

[Tpu BeIsBeHrn OILJI win mo03peHNU Ha HETO B XOJI€ OKa3aHUsI CKOPON MEIUIIMHCKOMN
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MOMOIIIM OOJBHOTO MEPEBOJAT WM HAMPABIAIOT B MEIUIMHCKHAE OPTaHHU3allMU, OKA3bIBAIOIINE
MEAMIIMHCKYIO MOMOIIh OOJNBHBIM C TeMaTOJOTUYECKUMHU 3a00JIeBaHUSIMH, TSI ONpeAeIeHUS
TaKTUKA BEACHUS W HEOOXOJMMOCTH TPUMEHECHHS JOMOJHUTEIBLHO JPYTHX METOJIOB
CHEUATU3UPOBAHHOIO TPOTUBOOITYX0JIEBOTO JICUCHHUSI.

Cnenunanu3upoBaHHasi, B TOM YHCJIE€ BBICOKOTEXHOJOTUYHAs, MEIUIIMHCKAs IOMOIIb
OKa3bIBaeTCid BpauaMHU-T€MaTOJIOTaMU/BpadyaMH-OHKOJIOTAaMH B MEIUIIMHCKUX OpTaHU3aIusX,
OKa3bIBAIOIINX MEIUIUHCKYIO Tomolb 0osbHBIM OILJI, MMerommx JUIEeH3UI0, HEOOXOUMYIO
MaTepuaIbHO-TEXHUUYECKYI0 0a3y, CepTU(UIIMPOBAHHBIX CIEHUATNCTOB, B CTAallMOHAPHBIX
YCIIOBUSX W YCIOBUSX THEBHOTO CTAIlHOHAPA W BKIIIOYACT B ceOs MPOPUIAKTHKY, JHATHOCTHKY,
JieYeHUEe reMaToJOTHYEeCKUX 3a00JIeBaHmil, TPeOYOIIMX UCIOIb30BaHUS CIEIMATbHBIX METOI0B
Y CJIOKHBIX YHUKQIBHBIX MEIUIIMHCKUX TEXHOJIOTUM, a TAKXKE MEIUIIMHCKYIO peaOuIUTaIUIO.

B MeaumuHCKON OpraHW3aliiy, OKa3bIBAIOMIEeH MEIUITMHCKYI0 Tomoils 0oasHbIM OILT,
TaKTUKa MEIUITUHCKOTO OOCIEIOBaHUS U JICYCHUS YCTAaHABJIMBACTCS BpadyaMH-T€MAaTOJIOTaMHU C
MIPUBJICYCHUEM IIPH HEOOXOAMMOCTH JAPYTHX BpadCH-CICHHAIUCTOB, €CIU IMOTpedyeTcs — ¢
MpPOBEJICHUEM KOHCHIMyMa. PemieHue KoHCWiIMyMa Bpauel oQopMIsieTcss TMPOTOKOJIOM,
TTOMUCHIBACTCS YYaCTHUKAMHU KOHCHJIMYMa Bpaueil 1 BHOCUTCS B MEIUIIMHCKYIO JJOKYMEHTAITHIO
OOJIBHOTO.

[TokazaHus K rocIUTANM3alUK B KPYTJIOCYTOUHBIA WJIU THEBHOM CTAlIMOHAP MEIULIMHCKOM
OpraHu3alliyi, OKa3bIBAIOIIECH CIEUUATU3UPOBAHHYIO, B TOM YHCIE BBICOKOTEXHOJIOTHYHYIO,
MEIUIIMHCKYIO TIOMOIIh TI0 MPOPUIISAM «TE€MATOJOTHS» U «OHKOJIOTHS» OMPEACIISTIOTCS BpadyoM-
reMaToJIOrOM/BpauoM-OHKOJIOTOM/KOHCUITMYMOM Bpaueil ¢ MPUBJICUCHUEM MPU HEOOXOIUMOCTH
JIPYTUX Bpaden-ClIeHHAINCTOB.

IToka3anusa AJ1M NJIAHOBOM rOCIUTAJIH3AINAM
e noaTBepKIaeHHbINA nuarno3 OIJT;
e 1mposeneHue 1P;
® [POBE/CHUE KOHCOIUAUPYIOIIETrO JeUeHUSI.
IMoka3zanus A1 IKCTPEHHOH IrOCIIUTAIU3AIUM:
e nojo3penue Ha quarnos OIIL
Iloka3anus K BbINUCKE MALMEHTA U3 CTAIIMOHAPA:
® JIOCTUXKEHUE PEMHUCCUU B X0J1€ MHIYKIIMOHHOTO JICUEHHUS;
® TIPOBEJCHHE TePANTMU KOHCOIUAAINH PEMUCCHH.
3aKII0YeHne O LeNecooOpasHOCTH IMepeBoAa OONBHOrO B HPOPHIBHYIO MEAULUHCKYIO
OpPraHU3AIMIO0 OCYIIECTBIISETCS MOCE MPEABAPUTEIHPHOM KOHCYJIBTAIIMH IO MPEA0CTaBICHHBIM
MEAMIIMHCKIM  JOKYMEHTaM W/MIU TPEABAPUTEIBHOTO OCMOTpa OOJNBHOTO BpadamH-

CHeIMaJIuCcTaMu MEAUITMHCKON OpraHu3aIii, B KOTOPYIO TJIAaHUPYETCS MEePEBOI.
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Opranu3anuoHHbIe BONPOCHI. YUHUTHIBAsA PEKOMEHJALMU €BPOMNEHCKOr0 U MHUPOBOIO
coo0I1ecTBa, a TakKe coOcTBeHHBIH omblT mo Jedennro OMJI u OIIJl B akageMHYECKHX H
PEruoHANIbHBIX IIEHTPaX, XOTEIOCh ObI MOJYEPKHYTh, UTO JeueHue nanuenToB ¢ OJI (B vactHocTH,
OIJT) nom&HO OCYIIECTBIATHCS JHIIb B TEX METUIIMHCKUX OpPTraHU3alusix, B KOTOPbIX €CTh Bpauu
BCEX CHENUATBLHOCTEH (MHOTOMPO(UIbHBIC KITUHUYECKUE OOJILHUIIBI, TPH KOTOPBIX CYIIECTBYIOT
COOCTBEHHBIE OT/AENCHUS MEePENUBaHMs KPOBU WU JOCTYIHA KPYTJIOCYTOYHAsI TpaHC(y3nOHHAS
TIOMOIIIb) U OXBAT HACEJIEHUs Y KOTOphIX cocTarisieT He MmeHee 500 Toic. UHaykimonHas Tepanus
JIOJKHA TPOBOJUTHCS JIMIIb B TE€X LEHTpaX, B KOTOpPbIX uucio nanueHtoB ¢ OMIJI B roa
COCTAaBJIIET HE MEHEE 5 W B KOTOPBIX BBIMOJIHIETCS B TOM 4HCIE€ W BbICOKOoAo3Has XT. B
COOTBETCTBUU C 3TUMHU PEKOMEHJAIUSIMU LIEHTPBI, KOTOPbIE MPOBOJAT JieueHue 5S—10 manueHToB
¢ OMIJI B rox, OynyT crankuBatbes He Oonee ueM ¢ 1 marmenToM ¢ OILT kaxsie 2 rona. XoTs
9TO W OrpaHWYMBACT ONBIT HEOONbIMX IEeHTpoB B JedeHuu OILJI, coBepmieHHO sCHO, YTO
ONTUMAJBHBIA PE3yJbTaT 3aBUCUT OT OBICTPOrO TPOBEACHHS IUATHOCTUYECKUX MPOIEAYP,
JOCTyIIa K TPETHHOUHY ** M KOMITOHEHTaM KPOBH. DTO MOTYEPKUBACT HEOOXOIUMOCTh CO3aHUs
HallMOHAJBHBIX PEKOMEHJAIMN, KIMHUYECKUX IPOTOKOJIOB, MPOBEICHUS KOOMEPUPOBAHHBIX
WCCTIEOBAHUI C IIEJIbIO TIOBBIMICHUS KIMHUYECKOW HACTOPOKEHHOCTH M OBICTPOTHI JACHCTBHUH,
KOTOphIE  HEOOXOMUMBI  JUIsi  cBoeBpeMeHHoW  muarHoctuku OIUUlI  wu  agekBaTHOU
CONPOBOAUTENBHOM TEpanuy, HAIPABICHHOW HA CHUKEHHE JIETAIbHOCTH B MEPHUOJ MHIAYKIUH,

HE3aBUCUMO OT BCJIMYHUHBI TEMATOJIOTMYCCKOT O LICHTPA.
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7. JonosiHuTE IbHAA MH(OPMALMS, BIUAIONIAS HA TEYCHUE U UCXO/

3200JIeBAHUSA

7.1. [loAroTOBKA 00PA31OB AJS MOJIEKVJISIPHO-TeHEeTHYECKHX HCCJICIOBAHMI U X

XpaHEHHUueE

FISH

Hnsa FISH-uccinemoBanus Heooxoaumo ot 3 10 4 maskoB KM u ot 3 10 4 maskos IIK,
MOJTy4YE€HHBIX Ha MOMEHT YCTaHOBJIEHWs auarHo3a. OOpasibl MOTyT OBITh OTIPaBJICHBI MPHU
KOMHATHOU Temmeparype. Ma3ku, KOTOpbIe HE UCIIOJb3YIOTCS HEMEJIEHHO, I0JKHBI XPaHUThCS

ripu —20 °C, NOKpHITHIE ATIOMUHUEBON OyMaro.

OoT-1p

s Beiaenenust PHK u OT-IILP tpeGyercs 1 npobupka ¢ KM (2—3 mun) min 1 mpobupka
¢ IIK (20-30 mu, mockonbky uacto mpu OIII perucrpupyercs riryOoKas JEHKOIEHHS),
cojepkaiiast MO0 LUTpaT HaTpus, MO0 3TUiIeHAUAMHUHTETpaykcycHyto kucinoty (EDTA).
O6pasupt KM wm TIK nomkHbl OBITH 00paboTanbl B TedeHue 24 4. BwineneHHbIC
MOHOHYKJIEapHbI€ KJIETKU B I'yaHUIMHE U30THOLMaHaTe MOTryT XpaHuTthes ipu —20 °C. Jlns Bcex

ucciieoBanui npeanourureneH KM.

Kapuorunuposanue n FISH

st o6pruHOTO KapuotunupoBanus U FISH-uccnenoBanus KM (o6bem 1-2 mut) gomkeH
OBbITH TOMEIIICH B IPOOUPKY € TeNapUHOM U OTIPABJICH IIPH KOMHATHOM Temmneparype. OOpasipbl,
00paboTaHHbBIE TIPH TTOCTYIICHUU B JTAOOPATOPHIO B BUJIE OCAKICHHBIX s/1ep, GPUKCUPOBAHHBIX C

MTOMOIIIBI0 METAHOJIA U YKCYCHON KUCIOTHI (3 : 1), MoryT Xpanuthcs npu remnepatype —20 °C.
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Kpurepuu oneHKkH KayecTBa MeIMIUHCKOH IMOMOLIHU

Kpurepun kayecrsa

Ouenka BbINOJTHEHU A

VY nanuenta ¢ mogo3penueM Ha OILI BeimonHeH cOOp aHaMHEe3a

(B TOM 4HCIIE CEMEHHOTO ¥ PO(hECCHOHATLHOTO) | JKajao0

Jla/Het

[Taruenty ¢ nogo3penuem Ha OILI npoBeneno ¢pusnkaibHOE
o0cieioBaHKe, BKIIOYAIOIIEEe M3MEPEHUE POCTa U MacChl TeNa,
TEMIICPATYPhI TCJIAa, OLCHKY COCTOAHUSA KOXKHBIX ITOKPOBOB,
KOCTHO-CYCTaBHOW CHUCTEMBI, BBISIBJICHHE IPU3HAKOB
reMOPPAarnIecKoro CHHAPOMA, HaTHIue
renaTocIyIeHOMETalny, TMM(paICHONaTHH, HATMYUE TPU3HAKOB
muCcYHKIIMU Cep/Ilia, JIETKUX, IEYCHH, OPTaHOB SHIOKPUHHOM,

HCpBHOﬁ CHUCTCMBI

Jla/aet

[Taruenty ¢ momo3penueM Ha OIJI wim ¢ BepuduIupoBaHHBIM
OII no Havana JIeYCHHS U B XOJI€ TEPAITUH BBITOJHEH OOIIHIA
(xmmanyeckuii) ananu3 kposu (I1K) ¢ mogcuerom
nelKoUTapHON (POPMYIIBI U OTIPE/ICIICHUEM YK CIIa

PETUKYJIOIIMTOB i TPOMOOIIUTOB

Jla/aet

[TarmenTy ¢ momo3pennem Ha OILI wu ¢ BepuduuupoBaHHBIM
OILI no Hayana jgeyeHus U B XO/1€ Tepaluy BbIOJIHEH aHAIN3
KpOBHM OMOXMMHUYECKUI o01IeTepaneBTHUecKuii (o0mmuii Oenok,
aTbOYMUH, MOYCBHHA, KPEATHHHH, KAJINH, HATPUHN, KAJIBIUH,
TaKTaTACTHApPOreHasa, meinodHas gocdarasa, TpaHcaMUHA3HI
aJlaHWHOBAs M acraparuHoBasi, OMIHPyOUH 0Ol CBOOOAHBIN

1 CBSI3aHHBIN)

Jla/uer

[Tanmenty ¢ nopo3penuem Ha OILI unu ¢ BepuduurpoBaHHBIM
OIUI mo Hayana JiedeHUs U B XOJI€ TEPANMU BBIMOJIHEHA
KoaryJjorpaMma (OpMeHTHPOBOYHOE UCCIIEOBAHUE CUCTEMBI
reMocTasa) (aKTHBUPOBAHHOE YaCTUYHOE TPOMOOIIIACTUHOBOE
BpeMsl, IPOTPOMOMHOBOE BpeMsl, TPOMOMHOBOE BpeMsl,

¢ubpuHOTeH)

Jla/uet

VY nanuenTa ¢ nogo3penueM Ha OIJI wnm ¢
BepudunupoanusiM OIJI 10 Havana neyeHus U B X01e

Tepanuu BbinojiHeHO Y3 opranos OprolIHoi M0JI0CTH

Jla/uer
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(KOMIUIEKCHOE) C ONpeeICHUEM pPa3MepOB IICUEHH, CENIe3EHKU
Y BHYTPUOPIONIHBIX JTUM(ATHUIECKUX y3II0B, a Takke Y3U
OpPraHoOB MaJIOro Ta3a KOMILJIEKCHOE (TPaHCBAarMHalIbHOE U
TpaHcaOOMUHAIBHOE) Y *KeHIIWH U Y3 npencrarenbHoMl

KCJIC3bI Y MYXYNH

VY nmanuenTa ¢ nogo3penuem Ha OIUI nnu ¢
BepuduupoanusiM OIJI 10 Havana neyeHus U B X0/
Tepanuu BbIIIOJIHEHA peHTreHorpadus gerkux u/mwim KT

OpraHoB prI[HOﬁ IHOJOCTHU

Jla/aet

VY nmanuenTa ¢ nogo3penunem Ha OILI unu ¢
BepuuuupoBanHbiM OIJI 1o Havana jneyeHus u B Xoxe

TCpalliy BBIIIOJIHCHA KT rosoBHOro Mmo3sra

Jla/Het

VY nanuenTa ¢ nogo3penuem Ha OIUI nnu ¢
BepuduupoBanubiM OIJI 10 Havana neyeHus U B X0/
TEepanuy BBITTOJTHEHBI IUTOJIOTHIECKOE UCCIEOBAaHNE Ma3Ka
KOCTHOT'O MO3ra (MHEJIOrpaMMa) U IUTOXUMUYECKOE

HCCJIICIOBAHUEC MUKpPOIIpEIIapaTa KOCTHOT'O MO3ra

Jla/aet

10.

[Taruenty ¢ OIJI nuToreneTnyeckoe ucciaea0BaHne
(KapUOTHIM) UIIN MOJEKYJISIPHO-T€HETUYECKOE UCCIIeIOBaHHE
TpaHciaokanuu t(15;17) B GuorncuitHom (oneparuoHHOM)
MaTepuayie METOJ0M (IFOOPECIIEHTHONW THOpUIM3aIliy in situ
(FISH) unu onpenenenue skcnpeccuu pML-RAR-a

(KOJIMYECTBEHHOEC)

Jla/uer

11.

VY nanuenta ¢ nogo3penunem Ha OILJI HezameyIUTENbHO, 10
FEHETUYECKOr0 MOITBEPKACHUS UArH03a, HayaTa
COMPOBOAMUTENIbHAS TepaIlvs, HallpaBJieHHAs Ha KOPPEKITHIO

reMocTasa, u cnenuduyeckas Tepanus #TpeTHHOMHOM ™ *

Jla/aet

12.

[Tannenty ¢ BepudunupoanubiM OITJI npoBenena
cenrduIeckas Teparnus, BKirodaromas auddepernupyromee
nedeHue (#TpeTUHOMH**) U IMTOTOKCUYECKYIO Tepamnuio oo

MBIIIbSAKAa TPUOKCHU /]

Jla/Het
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Ipuioxenue Al. CoctaB padoueii rpynnsl mo paspadorke U nNepecMoTpy

KIMHHYCCKHUX peKOMeHIlaIII/Iﬁ
IHapoBuunukoBa E.H., 1.m.H., ['enepanbubiii qupekrop PI'bY «HMUL] remaronoruny»
MumnsznpaBa Poccuu (Mocksa), uneH HannoHanbHOTO reMaToJIori4eckoro o0IiecTna.
Tpouuxkas B.B., 1.M.H., [TepBbiit 3amectutens ['enepansHoro aupekropa @I'bY « HMUILL
rematosorum» Munznapasa Poccun (MockBa), uien HaimoHanbHOTO reMaTosorn4eckoro
oOmiecrsa.
CokonoB  A.H., x.M.H., crapliuii Hay4dHbI COTPYAHHMK OTIElla XUMHOTEpaIHU
reMo0J1acTO30B, JEMPECCH KPOBETBOPEHUSI M TPaHCIUIAHTAllUM KOCTHOTrO Mosra ®I'bY
«HMUI[ rematonorum» MunzapaBa Poccun (Mocksa), uwimeH HanuoHanbHOro
reMaToJIOrM4ecKkoro o0IiecTBa.
CemenoBa A.A., Bpay-reMarojior OTHENCHHUS XHUMHOTEPAIIMU TIeMO0JacTO30B H
JIETPEecCUil  KPOBETBOPEHMUsI € OJIOKOM TpaHCIUIAaHTAlMK KOCTHOTO MoO3ra |
F€MOMO3TUYECKUX CTBOJIOBBIX KJIETOK, 4jeH HalMoHaIbHOTO TeMaToJ0ornyecKoro
oOmiecTna.
bonpapenxko C.H., 1n1.M.H.,, pYKOBOJWUTEIb OTAENAa OHKOJOTHHM, TIE€MAaTOJIOTUU H
TPAHCIUIAHTOJIOTUM U1 TOAPOCTKOB M B3pociabix HHWUWM perckoit remaronorun u
tpancuianTojgorun uM. P.M. T'opb6aueBoit ®I'BOY BO «Ilepsrrit Cankr-IlerepOyprekuii
rOCYJIapCTBEHHbIA MEIUMUMHCKUM yHHBepcuteT uM. akal. M.II. IlaBnoBa» MuH3gpasa
Poccuu (Canxr-IletepOypr), wien HanmoHnaasHOTO TéMaTOIOTHYECKOTO 001IecTBa.
Kyspmuna JILA., x.M.H.,, 3aBeayrolias OTIEICHUEM MHTCHCUBHON BBICOKOAO3HOU
XUMHUOTEPANMU U TPAHCIUIAHTAIMM KOCTHOTO MO3ra ¢ KpyIVIOCYTOYHBIM CTal[MOHapOM
OI'bY «HMMUL] rematonorum» MunsapaBa Poccun (Mocksa), uien HamumonanbHOro
reMaToJIOTHYECKOro 00IIeCTBa.
Kasicoa T.A., a.M.H., mpodeccop, 3aBeayromas J1adoOpaTopueil KIMHUYECKOM
0aKTepuOoJIOTUH, MUKOJIOTHH U aHTHOnOoTHYecKoi Tepanuu ®PI'BY «HMMUL] remaronorum»
Munsapasa Poccun (Mocksa), wieH HarmoHanbHOro reMaTooriueckoro o0IecTna.
I'punae C.B., n.M.H., pykoBoauTenb PecnyOmmKaHCKOTO IEHTpa TPaHCIUIAHTAIUH
koctHOro Mo3ra ®I'BY «Poccuiickuit HUU rematonorun u tpancdysuonorun ®PMBA»
(Cankr-IlerepOypr), uneH HarmoHanbHOTO T€MaTOIOTHYECKOTO OOIIECTBA.
Cemoukun C.B., 1.M.H., npodeccop kadenpsl onkonoruu u remaronoruu ®I'bOY BO
«Poccuiicknii  HAIlMOHAJIBHBIA  WCCIEAOBATEIbCKUNA  MEIULMHCKUN  YHUBEPCHUTET
um. HU. [Tuporosa» ~ MunzapaBa  Poccun  (MockBa), wieH  HarnumonanbHOro

TEMATOJIOTMYECKOTO 00IIECTBA.
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10. lanun B.A., x.M.H., 3aBeaywommii otaeneHueM remarosnoruu ['bY3 SO «Oo6nacthas
KIMHUYecKkas OonbHUIAa» (SpocnaBne), wieH HanuoHAIBHOTO TEMaTOIOTUYECKOTO
oO1ecTna.

11. KoncrantunoBa T.C., k.m.H., IBY3 CO «OO6mactHOil TeMaTONOTUYECKUI IIEHTP
CepmioBckoil oOsacTHOM kinMHHUYecko OonbHULBI Ne 1»  (ExarepunOypr), uieH
HanmonansHOTro reMaToI0ru4eckoro oomiecTna.

12. CamoiinoBa O.C., k.M.H., 3aBenytomas otaenennem remaronoruu I'bY 3 Huxeropoackoi
obnactu «Hwxkeroponackas obnacTHas kinuHHYeckas OonpHUIa uM. H.A. Cemamiko»
(Hmwxuauit HoBropon), wien HanmoHanpHOTO reMaToIOTHIecKOro 00IecTBa.

13. Kanopckas T.C., x.M.H., 3aBenyomas otaenenuem remartonorun ['bY3 «Mpkyrtckas
opaena "3mak [louera" oOnactHas kiauHMYeckas OonbHUnA» (MpKyTck), dieH
HanmonanbsHOro reMaTosoru4eckoro oomiecTna.

Baok nmo opranu3anuu MeIUIUHCKON MOMOIIIN:

14. I'eopksin Turpan I'aruxkoBuu, 3amecturtenb aupekropa HUN KOP OI'bBY «HMUIL]
oukojoruu uM. H.H. BnoxunHay, rmaBHBIM CHEIUATNCT-OHKOJIOI MOCKOBCKOI 00JIacTH.

15. Xaitsioa ’Kanna BiaaguMupoBHa, K.M.H., 3aMECTUTENb TUPEKTOPA 10 OPraHU3aAIMOHHO-
metoanaeckoit padore MPHIL um. A.®. [{pi6a — punmana ®I'BY «HMMUL] panunonorum»
Munszapasa Poccun.

16. JIazapeBa Oaibra BeHuaMuHOBHA, K.M.H., PyKOBOJUTENb YIIPABJIECHUS PETHOHAIIBHOTO U
MEXBEJOMCTBEHHOI0 COTpyaHHYecTBa 1o mnpodumo "remaronorus” PI'BY «HMUL]

IéMaTOJIOT UK

KoH(JIMKT HHTEpPECOB: ABTOPBI HC UMCIOT KOH(l)J'II/IKTa HHTCPCCOB.
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Ipuioxkenue A2. MetonoJiorusi pa3padoTKu KIMHUYECKHX PEeKOMEeHAauu i

IHeaeBas ayIuTOPUA KIHHNYECKHX PEKOMEHIAINN ¢

1. Bpaun-remarosioru
Bpauu-onkosoru
Bpauu-TepaneBTsl
Bpaun-akymiepsl-ruHeKo0ru

Bpaqn-aHeCT C3UOJIOTN-PC€AHNMATOJIOTH

S

Bpauu-knunundeckue GpapmMakoaoru

MeTtom0J10rusi cO0pPa I0KA3aTEIbLCTB

MeTopl, NCTIOIB30BAHHBIE IS COOpa/CEeTEKIINH TOKA3aTeIbCTB: TOUCK B DIIEKTPOHHBIX
0a3ax JaHHBIX.

Omnucanue MeToI0B, UCTIONB30BaHHBIX [T COOpa/CENEeKINN T0Ka3aTeIbCTB:
J0Ka3aTeIbHOM 0a30i 111 peKOMEHIAUH SBISIOTCS MyOIMKaIH, BOILIEAIINE B
KoxpeitnoBckyto 6ubanorexy, 6a3bl nanabix EMBASE u MEDLINE. I'myOuna noucka

coctraBuia 10 ner.

Tadauua A2.1. [llkana onenkn ypoBHE#H g10cTOBEpHOCTH ToKazatenbeTs (Y J1) s metonos

JIMarHOCTUKH (AMAarHOCTUYECKUX BMEIIATEIbCTB)

Y Pacumdponka

Cucremarnueckue 0030pbI UCCIEA0BAHUIN ¢ KOHTPOJIEM pehepeHCHBIM METOIOM HIIN

CHCTEMaTHYECKUH 0630p PaHAOMHU3HUPOBAHHBIX KH ¢ IIPUMCHCHUEM MECTaaHaJIn3a

OTnenbHbIe UCCTENOBAHUS C KOHTPOJIEM peepeHCHBIM METOIOM WIIA OTJCIbHBIC
2 pannomusupoBannble KU u cucrematudeckue 0630pbl Hcciae10BaHui J11000ro

JU3aliHa, 3a UCKIIOYEHUEM paHIoMU3UpoBaHHbIX KU, ¢ mpuMenenneM Meraananusa

I/ICCJ'IGI[OBaHI/IH 0e3 IIOCJICAOBATCIIbHOI'O KOHTPOJIA pe(bepeHCHbIM MCTOAOM HJIN
HUCCICO0BaHUs C pe(bepeHCHHM MECTOJO0M, HE ABJIAIOIIMUMCA HC3aBUCUMbIM OT
HUCCIICAYCMOI'0O METOda, NJIX HCPAHAOMU3UPOBAHHBIC CPABHHUTCIIBHBIC UCCIICAIOBAHNA,

B TOM YHUCJIC KOTOPTHBIC UCCICAOBAHUA

4 HeCpaBHI/ITCJ'IBHBIC HUCCIICOOBAHUA, OITMCAHNC KIIMHUYCCKOI'O ClIyvdast

5 Nmeercs nunib 000CHOBaHME MEXaHU3Ma JEUCTBUS UM MHEHHE SKCIIEPTOB

Tadauua A2.2. [lkana orieHKH ypoBHEH nocToBepHOCTH JokazarenbeTs (Y 1) mist MmeTomoB

HpO(I)I/IJ'IaKTI/IKI/I, JICUYCHUA, MEJIMIIMHCKOMN pea6I/IHI/ITaHI/II/I, B TOM 4YHCJIC OCHOBAHHBIX HA
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WCIIOJIb30BAaHMH MMPUPOIHBIX JIEYCOHBIX (PaKTOPOB (MPOPUITAKTUICCKUX, JICUCOHBIX,

pea6I/IJ'II/ITaI_[I/IOHHLIX BMCIJ_IaTeJ'ILCTB)

YA Pacmiugposka

1 Cucremarnueckuii 0030p pangoMusupoBaHHbelx KM ¢ npuMeHeHnemM MertaaHanusa

2 OtnenpHbIe panaoMusupoBanHbie KU u cuctemaTudeckne 00630pbl UCCIICT0BAaHUM
ar06oro nu3aiiHa, 3a HCKIIIOYeHHEM paHaoMu3upoBanHbix KU, ¢ mpuMeHneHnem
MeTaaHaJIn3a

3 | HepannomMu3upoBaHHbIE CPAaBHUTENbHbBIE UCCIEI0BAHNSA, B TOM YUCIIE KOTOPTHbBIE
UCCIIeI0BaHUs

4 | HecpaBHUTENbHBIE UCCIIEA0BAHUS, ONUCAHNE KIMHUYECKOTO CIIy4asi WM CEpUU
CIIy4aeB, UCCIIEJIOBAHUS «CIIy4ali—KOHTPOJIbY

5 | Umeercs nuib 000CHOBaHME MEXaHU3MA JEMCTBHS BMEIIATENbCTBA (JOKIMHUYECKUE
UCCIIEIOBaHN) WJIM MHEHUE SKCIIEPTOB

Tabauna A2.3. lllkana onenku ypoBHe# yoeauTenpbHOoCTH pekoMeHaanui (Y YP) ains metonos

npoUIaKTUKH, AMATHOCTUKH, JICUCHUS, METUITUHCKON peaOUITUTAIK, B TOM YUCIIC

OCHOBaHHBIX Ha MCIOJIb30BAaHUH MPUPOJHBIX JeUeOHBIX PaKTOPOB (MPOPHUIAKTUUECKHX,

JAUArHOCTUYCCKHUX, JIG‘-ICGHBIX, peaGI/IHI/ITaHI/IOHHBIX BMGH.I&TGJIBCTB)

Yyp

Pacumdposka

A

CunbHas pekoMeHganus (Bce paccMaTpruBaeMble KpUTepUH 3P HEKTHBHOCTH
(MCXOJIBI) ABJISIFOTCS BAYKHBIMHU, BCE HCCIICIOBAHUS MIMEIOT BHICOKOE HIIH
yJIOBJIETBOPUTEIHLHOE METOIOJIOTHIECKOE KaYECTBO, MX BBIBOJIBI IO

HHTEPCCYIOUIUM UCXO0daM SABJIAKOTCA COFHaCOBaHHBIMI/I)

YcnoBHast pekoMeH1aIus (He BCce paccMaTpuBaeMble KpUuTepuu 3P PeKTUBHOCTH
(MCXOJIBI) SBIISIFOTCS] BAYKHBIMHU, HE BCE MCCIIEJOBAHHS UMEIOT BHICOKOE HITH
yIOBJIETBOPUTEIHHOE METOIOJIOTHUECKOE Ka4eCTBO M/MITU UX BBIBOJIBI IO

HHTCPCCYIOUIUM UCXO0AaM HE SABJIAIOTCA COFJ'IaCOBaHHBIMI/I)

Cnabas pexomeHaanus (OTCYTCTBHE JOKA3aTEIbCTB HA/IISKAIIETO KaueCTBa
(Bce paccMmarpuBaembie KpuTepun 3(H(PEKTUBHOCTH (MCXOIBI) SBIISTFOTCS
HEBaXHBIMH, BCE HCCIICIOBAHUS UMECIOT HU3KOE METO0JIOTHIECKOE Ka4eCTBO U

HX BBIBOJBI I10 UHTCPECYIOIHUM UCXOJaM HE SABJIAIOTCA COFHaCOBaHHBIMI/I)
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Onucanne MeT0a BAIUAN3ALUH PEKOMEHIaMIi:

e Hacrosmue pexkoMeHIaIM{d B MPEABAPUTEIBHONW BEpCHH OBUIM  PELEH3MPOBAHBI
HC3aBUCUMBIMHU JKCIICPTAMHU, KOTOPLIX MOMNPOCHUIIN MPOKOMMCHTHUPOBATH IMPEKAC BCCTO
TO, HACKOJIBKO HHTEPIpETAINs JJ0Ka3aTeNlbCTB, JICKAIINX B OCHOBE PEKOMEHJIANUH,
JOCTYITHA [Tl TOHUMaHHUSL.

e JlosyyeHBI KOMMEHTApHH CO CTOPOHBI Bpadell IEPBHYHOIO 3BEHA M YYaCTKOBBIX
TCPAIICBTOB B OTHOWICHUH JOXOAYMBOCTU M3JIOKCHUA peKOMeHI[aL[I/If/'I U HMX OICHKa
BO)KHOCTH PEKOMEH/IAINI Kak pab0ouero NHCTPYMEHTA MTOBCEAHEBHOM MPAKTUKH.

e [IlpenBaputenbHast BepcHs ObUla Tak)Ke HampaBieHA pPEIEH3eHTYy, HE HMEIOIIEMY
MEJULIMHCKOT0 00pa30BaHUsL, IS MOJTyYCHNsI KOMMEHTApHEB C TOUKHU 3PEHUS IEPCIIEKTUB
IManMECHTOB.

e KoMMeHTapuu, IOJYYEHHBIE OT OJKCIEPTOB, TINATEIBHO CHUCTEMAaTU3UPOBAINCH U
o0cyXnanuch npeaceaaTeneM u wieHamu paboueit rpynmsl. Kaxkapii myHKT o0cykaancs,
¥ BHOCHMBIE B PE3YJIbTaTE 3TOTO U3MEHEHHS B PEKOMEHJAIMH PErUCTpUpOBaNNCh. Ecin
K€ M3MCHCHHA HC BHOCHIIMCb, TO PETUCTPUPOBAIUCH MNPUYMUHBI OTKa3da OT BHCCCHUA

W3MEHEHUH.

KoHcyabTanus ¥ 3KCNepTHAS OLeHKA:
e [lpeaBaputenbHas Bepcust ObUIa BBICTABJICHA IS IIMPOKOTo 00Ccyxaenus Ha caiire HI'O
C LIEJIbI0 LIUPOKOTO OOCYX/IEHUS U COBEPIIEHCTBOBAHUSI PEKOMEH AL,
e [Ipoekt pexkomeHAalni ObUT PELIEH3UPOBAH TaKKE HE3aBUCUMBIMU IKCIIEPTAMHU, KOTOPBIX
HOIMPOCWIN IPOKOMMEHTUPOBATH MPEXK/IE BCErO JOXOAUYUBOCTh U TOUHOCTh

UHTEPIpETaLNH J0Ka3aTeIbHON 0a3bl, JexKalleil B OCHOBE PEKOMEHIAIIHIA.

IMopsiiok 00HOBIEHNS KINHUYECKUX PEeKOMEH Al
Mexanu3sm  OOHOBJIEHHS ~ KIMHUYECKMX  PEKOMEHJAIMi  MpelycMaTpUBaeT  HX
CHUCTEMATHYECKYIO aKTyalu3aluio — He pexe 4eMm | pa3 B 3 roja wid NpH MOSBICHUU HOBOMU
nH(OpMaLUK O TAKTUKE BEICHUS NAIlEHTOB C JaHHBIM 3a0oeBaHueM. Pernienre 00 0OHOBIEHUU
npuHuMaer MunsnpaB Poccun Ha OCHOBe MpEUIOKEHUM, MPEACTABICHHBIX MEIULIUHCKUMU
HEKOMMEpUYECKUMHU MpodeccHoHaIbHbIMU opranu3anusiMu. ChopMUPOBAHHBIE MPEATIOKEHUS
JOJDKHBI ~ YYUTBIBaTh PE3yJbTaThl KOMIUIEKCHOM OLIGHKM JICKapCTBEHHBIX IIPENaparos,

METUITMHCKUX U3/CIINN, a TAKXKE PEe3yJIbTaThl KIMHUYECKON anpoOaliuu.
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Ipunoxenue A3. CipaBo4Hbie MaTepPUaJIbl, BKIKYAas COOTBETCTBHE
NMOKAa3aHMi K MIPUMEHEHNI0 U MPOTUBONOKA3aHUIl, CIOCO00B NPMMEHEHHS U
103 JIEKAPCTBEHHBIX NPENapaTOB, HHCTPYKUMHU M0 PUMEHEHHIO

JEKAPCTBCHHOI'O IMpemaparTa

IIpuaoxenue A3.1. [IpoToK0JbI JJeUEeHU OCTPOr0 MPOMMEJOIUTAPHOIO JIeHK03a

Cxema gevennss OILJI no nporpamme AIDA/mAIDA [4,37,56]

pynnbl pucka: KOHCOJ‘IVIﬂaLlMﬂ pemMmuccumn
Huskoro = WBC < 10*109/1,
Bbicokoro = WBC > 10*10Y

Kypc 1 Kypc 2 Kypc 3
NHaykums pemuccum
¥ M
* Ninapy6uuud 12 mr/m2 | [ \/ \/ 8
Xof 5 Mriw? MuTo 10 MriM2ia X 5 Waa 12 Mrim2/g X 1 %
OD‘HOKpaTHO B/B npo:g(;giuoro AT‘:&aﬁ'ﬂxA;ﬂli‘ﬁ AT:T:45 I:‘rrll':zl:l:t : 15 ATRA 45:;;:42;:1))(( 15 g
L]
45 Mr/M2 B [ieHb < v Vo ' \/ §
3a [iBa npuema Tpynna MuTo 10 Mrim?/g X 3 Al
BbICOKOr0O Wpa 5 mrim?ig x 4 APA-L| 200 mrim?/g x 7 Waa 12 mrim?g x 1 %
1-30 OHU picka ATRA 45 mrim?/g x 15 24-yacoBas MHAy3nA ATRA 45 mr/m?/g x 15

ATRA 45 Mrim2/ X 15 <

® o ® o )

+ @ llombanbHble NYHKUWM BbLIMOMHSAIOT TOMbKO OONMbHBIM M3 TPynnbl BLICOKOTO puUcKa, ONTUManbHO — focne
BOCCTaHOBNEHUSA NoKasaTenemn koarynorpammbl U nepudepudeckon kposm (NS)

. ' MyHKUUIO KOCTHOrO MO3ra nocne UHAYKUMOHHOrO Kypca BbINonHAT Ha 35-40 AeHb nepepblBa, Aanee — nepeq Kaxabim
KYPCOM KOHCONMMAALMU; MOHUTOPUHI XMMepHoro TpaHckpunta PML/RARa npoBogsT Mo KOCTHOMY MO3ry nocne Kaxzoro
Kypca UHAyKuuu/koHconuaauum, 3atem 1 pas B Tpu Mecaua

+ MNoppgepxuBalowas Tepanus: 6MP 50 mr/m? exegHesHo + ATRA 45 mr/m%/g x15 oauH pas B Tpu MecsAua, B TeYeHue
ABYX NET OT MOMEHTa OKOHYaHWA KOHCONMAaLMM

Nuayknus:
o HTpeTHHOMH** 45 Mr/M?, eXXeIHEBHO, MOcie epl (B 2 IpreMa) B TeueHrue MUHUMyYM 30
THEH.
o #Wpapyouuun** 12 mr/m? 1 pas B f1eHb, Bo 2, 4, 6, 8-ii 1HM OT HavaIa IpUEMa
TpEeTUHOMHA**, KOpOoTKass HHPY3HsI.
Kouncoanpauus (1-if kypc)
o #Wpapyouuun** 5 mr/m? 1 pa3s B 1enb kopoTkas undys3us, 1-4-i neHs.
o # TperHHOMH** 45 Mr/M? eXeaHEeBHO, nocie eapl (B 2 npuema), 1—15-if neHs.

Koncommmpauus (2-i kypce) (AIDA)
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o #MurtokcanTpon** 10 mr/m? 1 pa3 B IeHb KOpOTKasg MH(Y3Hs, 1—5-ii I1eHb.
o # TperMHOMH** 45 Mr/M? eXeIHEBHO, TIOCTIE ebl (B 2 pueMa), 1—15-i 1eHb.
Koncommaauus (2 kypc) (mAIDA)
e  MurokcanTpon** 10 mr/m? 1 pa3 B jieHb KOpoTKas uH(y3ust, 1-3-i 1eHb.
o Iurapadun** 200 mr/m? kpyrnocyrounas uadysus, 1-7-i neHb.
o # TperMHOMH** 45 Mr/M? eXeHEBHO, TIOCTIE e1bl (B 2 mpueMa), 1—15-i 1eHb.
Koncoanpauus (3-i kypc)
o #Wmapyouumn** 12 mr/m? 1 pas B 1eHb KopoTKas uHdy3us, | 1eHs.
o # TpeTHHOMH™* 45 Mr/M? exeHEBHO, TIOCIE el (B 2 mpuema), 1—15-i neus.
ITopnepxxkuBaromas repanus
e Mepkanromypun** 50 Mr/m? 1 pas B IeHb, IOCTOSIHHO B T€YEHHE 2 JIET OT MOMEHTA
3aBepUICHHS] KOHCOJIUIAINH.
e #Merorpexkcar** 15 mr/mM? 1 pa3 B HEIEIO B/B B TE€UEHHE 2 JIET OT MOMEHTA
3aBEpUICHMS] KOHCOJIUJALNH.
e # TpermHOMH** 45 Mr/M? exeIHEBHO, Oce enpl (B 2 mpuema), 1—15-i 1eHp Kaxaoro 3-

T'0 MCCil0a B TCUCHHUC 2 JIeT OT MOMEHTa 3aBCPUICHUSA KOHCOJIU AU,

Cxema snedenust OILI mo nporpamme 7 + 3

IIporpamma IIpenaparsl
HHAYKIMU/

KOHCOJIHIAIlNnH

7+3 (1) +| Iurapadbun** 100 mr/m? B/B 2 pa3a B CyTKu B 1—7-ii 1eHb

#TpeTuHonH™**

*  JlayHopyOurmu** 60 mr/m? B/B 1 pa3 B jieHb B 1-3-ii 1eHb
WA

e muTokcaHTpoH** 10 mr/m” B/B 1 pa3 B neHb B 1-3-ii 1eHb
WA

e upapyOuumu** 12 mr/m? B/B 1 pa3 B nenb B 1-3-ii neHb

#TpeTHHOMH** 45 Mr/M?> eXeHEBHO, Nocie eapl (B 2 mpuema), 10

noctuxxenus 1P
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7+3 +

2)

#TpeTuHOUH™**

501058

NN

noctuxxenus 1P

[urapabun** 200 Mr/m? B/B KpyTJIOCYTO4HO, B 1—7-i neHb

«  JlaynopyOunun** 60 mr/m? B/B 1 pa3 B 1eHb B 3—5-ii JeHb

+  MUTOKCaHTpoH** 10 mMr/m? B/B 1 pas B 1eHb B 3—5-i1 1eHb

+ upapyoumun** 12 mr/m? B/B 1 pas B 1eHb B 3—5-1i 1eHb

#TPeTHHOMH** 45 Mr/M? €XKeHEBHO, NOCIE ebl (B 2 mpHeMa), 10

Cxema sedyenus OILI nmo nporpamme ATO + ATRA [62]

WHaykuma KoHconnpgauua
|| ot S
onn | N210x10°/n | Ida + WHaykuma KoHconmaauma
ATRA 60 gHei 5 Kypcos
MNoanepxueaowan
MonexynapHviil/ MHAYKLAR KoHconmpauma Tepanua_1rog (245 ner)
Peunams yumozeHemuyeckuli 60 gHeit 5 KypcoB 4 AyTo-TRM | Topaepmusamiian
onn Femamonozuveckuii/ NHAYKUMS KoHconvpauua |~ _I;ﬂ_l; T <45 ner Tepanus 1o,
akcmpamedynnapHeiii 60 aHeit 5 kypcos B ﬁl Anno-TKM (HLA+gorap) |

| Muaykuua 30-60 gHei

Emxennesno ATRA

(45 mr/m?) + ATO (0,15 mr/kr) (g0 goctumenua NP)

Mpu N1 210%x10%/n: ATRA (45 mr/m?2) + naapy6uums - 12 mr/m? <60 ner,

N . . . 8 mr/m? =60 net Ha 2,4,6 AHKU 10 CHWKEHNA NENKOLMTO3A
. M . .
ATO 130 f - {T_uivio' 3
= ~30 Akin ey KOHCOAUAAYUA
ATRA130am | _ATRA1-30m_ ', ; Y
L] [ ]
Mepepbis ATO 0,15 mr/kr 1-5 gHu Hegenu, 4 Hegenn
| KoHconupaauwua 4-5 kypcos | 3-4 nepenn ATRA 45 mr/m? 15 aHei (1-15 gHu v 29-43 anu)
ATO * ATO ATO ‘ ATO A0 fo
ATRA L ATRA 4
20pmei | 578 20aven | ATFA { 20anei | 5704 20amei | ATRA | 20men | 50RA
ATRA - ATRA " ATRA i ATRA e 1 ATRA o 1
1-15aum | # 1150w | A 1-15 i 1-15 g | Lasama ) A
L] P ;@
° ° L4 It
| Il 1l v L V'
Mepepsis Nepepsis Mepepeis Nepepeis
14 greii 14 gueit 14 gHeit 14 pren
Moapepxusatollan Tepanua 1rop, Mepxantonypus 50 mi/m? 1 pas B AeHb, eXeaHEBHO
Hauano Ha ciegyowmin 4eHb NOCE OKOHYaHUA KOHCONMAALMHA, MeToTpekcar 15 mr/m? 1 pa3 8 Hegenio s/s
Kypcol nposogstcs 6es nepepebisos ¢ mogudukaumei aoser 6-MI. ATRA 45 mr/m? emegHeBHo, 1-15 AHW KaMA0ro 3-10 Mecaua
MPBE-moHMTOPHHT 1 pas B 3 mec.

Cxema jedyeHus peaujainBa OIL nocie HHAYKIUHA U KOHCOJINJTAIIMA MbIIIbAKA

TpHOKCcUIOM [58,59]
Nuaykuus
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Tpuokcua mpimbsika, 10 Mr BHyTpuBeHHO 1 pa3 B CyTKH (y OOJBHBIX BECOM MeHee 45
kr — 0,15 mr/kr) B Teuenne 42-60 aueii (ecnu Ha 42 1eHb PEeMUCCHUS HE TOCTUTHYTA, TO 60
TTHE ).

#TpeTHHOUH**, 45 MIr/M? B CyTKHM BHYTPb TOCIIE €161 B 2 TipreMa B Teuenune 42-60 nuei
(ecu Ha 42 neHb pEMUCCHUS HE JOCTUTHYTA, TO 60 qHEH).

#MuTtokcanTpon**, 10 Mr/m> BHyTpuBeHHO 1 pa3s B cyTku, aau 1-2.

#bopre3omu6**, 1,4 Mmr/m? moakoxHo 1 pas B cyTku, jaHu 2 u 5.

Koncoanaauus

Tpuokcua mpimbsika, 10 Mr BHyTpruBeHHO | pa3 B cyTku (y O0JIBHBIX BecOM MeHee 45
kr — 0,15 mr/kr) B Teuenue 28 nHei.
#TpeTHHOUH**, 45 MIr/M? B CyTKHM BHYTPb IIOCIIE €IbI B 2 TIpHEMa B TedeHue 28 JTHEM.

#Bopresomu6**, 1,4 Mr/m> moaxoxHo 1 pa3 B CyTku, 1HM 2 1 5.

[oanep:xuBaronias Tepanus

Tpuokcua mbimbsika, 10 Mr BHyTpuBeHHO 1 pa3 B cyTkH (y O0JIBHBIX BecOM MeHee 45
kr — 0,15 mr/kr) qaum 1-10 kaxmoro mecsia B TedeHUE 6 MECSIICB.

#TpeTuHOUH**, 45 MI/M? B CyTKHM BHYTPb I1OCIIE €1bl B 2 TipreMa jHu 1-10 kaxaoro
MecsIla B TeUeHHE 6 MECSIIEB.

#bopre3omu6**, 1,4 Mr/M> moaKkoxkHO 1 pas B CyTKH, 2 JIEHb KaXKI0T0 MeCsIa B TEUCHUE
6 MecsIeB.

#MertoTpekcat**, 12,5 Mr unTpaTeKaibHoO, 1 JEHb KaXI0T0 MecsIia B TeUeHHE 6

MECSIIEB.

Cxema jieyenust nauueHToB ¢ OILJI u3 rpynnel BbICOKOI0 PUCKA €O CHUKEHHOH (ppaKumen

BBIOpPOCA ¢ BKJIIOYEHHEM #reMTy3ymada o3oraMuinuHa [3]

Nuaykunus

Mpbimbsika Tpuoken, 0,15 mr/kr BHyTpuBeHHO 1 pa3 B cyTkH B TeueHue 28-60 nueit
(ecnu Ha 28 neHb MO AAHHBIM MYHKIIMH KOTCHOTO MO3Ta PEMUCCHS HE TOCTUTHYTA,
MPOJIOJKUATH TEPANUIO U MOBTOPUTH MYHKIUIO yepe3 | Henento).

#Tperunonn**, 45 mr/M?> B CyTKU BHYTPb TIOCJIE €1l B 2 IpHeMa B TeueHue 28-60 nHei
(ecnu Ha 28 J1eHb MO0 JAHHBIM MYHKIIMU KOTCHOTO MO3Ta PEMUCCHS HE JOCTUTHYTA,
IPOJOKUTH TEPAIUIO U MMOBTOPUTH IMMYHKIMIO yepe3 1 Henmento).

#eMTy3yMad 030raMuumH, 9 Mr/M> OTHOKPAaTHO B JIEHb 1.

Kouncomupanus
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e Mbpimbsaika Tpuokcua, 0,15 Mr/kr BHYTpUBEHHO | pa3 B CyTKH 5 JHEH B HEICIIO B
TeueHue 4 HeJeNto Kax/Iple 8 Helenb (4 Helenu ¢ BBEIGHUM MBbIIIbsika TpUOKcU1a, 4
Hezenu 0e3 BBEACHHS) — BCETO 4 IUKIIA.

o #TperuHoun™*, 45 Mr/M?> B CyTKM BHYTPb T10CJIE €/bI B 2 TIPUEMA B TEUEHUE 2 HEJENb
Kaxaple 4 HEEIU — BCEro 7 IUKIIOB.

e Ecnm MBIIIbSKA TPEUOKCHT U/WITH #TPETUHOWH OyIyT OTMEHEHBI M3-32 TOKCHYHHOCTH, TO
BO3MOYKHO BBEJICHHE #reMTy3ymMa0a 030raMHIUH, B 103€ 9 MI/M? OTHOKPATHO KajKIble
4-5 Henenb 10 TOCTHKEHUST MOJICKYJIIPHOW PEMHICCHH IPU KOJINYISCTBE HEUTPO(UIOB >

1x10%/1 u TpomMGouToB > 100x10°/71.

Cxema jeyenusi nauueHToB ¢ OILJI ¢ peppakTepHbIM K Tepanuu yAJMHEHHEeM
3JIEKTPUYECKOH CHCTOJIbI Cep/ilia ¢ BKJIYeHHeM #remMTy3ymada ozoramununa [3]
Nuaykous
o #TperuHoun™*, 45 Mr/M?> B CyTKH BHYTPb TI0CJIE €116l B 2 TIpUeMa B Teuenue 28-60 nueit
(ecnu Ha 28 neHb O JAHHBIM MYHKIMK KOTCHOTO MO3Ta peMHUCCHs HE JOCTUTHYTA,
IPOJOKUTH TEPAIINIO U TOBTOPUTH ITYHKLHMIO Uepe3 1 Heneno).
e #l'emry3yma0 o30ramMuiuH, 9 MI/M> OJJHOKPATHO B JIHB 1.
KoHncoaunpauus
o #TpermHoun**, 45 Mr/M?> B CyTKU BHYTPb IOCJIE €/IbI B 2 IPUEMA B TEUEHHE 2 HEJENb
Kaxkaele 4 HeqelIn — BCEro 7 IUKIIOB.
o #lemTy3ymMaba 030raMuIMH, B 03¢ 9 MIr/M?> OJJHOKPATHO €KEMECSIHO [0 TOCTHKEHHS

MOJIEKYJIIPHOW PEMHUCCHH.

IIpunoxenne A3.2. lo3upoBKa, cniocod NpuMeHeHHs1, HexKeJlaTeJIbHbIe SIBJICHUS
#rpeTuHOMHA™* [4]

Jlo3a #rpetrHonHa** cocrasiser 45 Mr/M? B JIeHb BHYTPb, 710338 MOKET Pa3AeiAThCs Ha
2 mprieMa — yTPOM H BEYEpOM I0CIIe e/Ibl (HKENIATEeFHO C OTPEICICHHBIM COJICPYKAaHUEM KHPOB).
[Ipenapat mpuHuMaercs exeaHeBHO A0 noctwxeHus I[P (munumym 30 nHeil, HO He Oonee
90 nHeit).

Ha ¢one tepanun #TpeTHHOMHOM™** BO3MOMKHO pa3BUTHE CIEAYIOMIMX IOOOYHBIX
3¢ dexToB:

1) ronoBHas 60Jib, COHIMBOCTb, MOTYT OIPENENIATHCS MEHUHI€AJIbHBIC 3HAKH (PUTHAHOCTD
3aTBIIOYHBIX MBI, CHHIpOM KepHura), HucTarwm;

2) TolIHOTA, pBOTA (pa3BUTHE NAHKPEATHUTA);
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3) Temmeparypa, KOTopas MOKET ObITh Kak cy0dheOpuiibHOM, TaKk ¥ mogauMatbes 10 40 °C.
IIpu oTmeHe #rpermHOMHA** TemmepaTypa HOpManu3yeTcs B cpenHem uepe3 24 4. B
HEKOTOPBIX CIIydasiX, KOTJa €CTb TPYOHOCTH B auddepeHInanbHOi JUarHOCTHKE
HOPUPOIBI JTUXOPAIAKH — MH(PEKIMOHHAs WM Ha (OHE IpuemMa PeTUHOUOB, BO3MOXKHA
oTMeHa #rpetmHomHa** Ha 1-2 g, @eOpwibHas JMXOpaaKa dYalle BCEro
COITPOBOKIAETCS] CHUMITOMATHKON AU epeHInPOBOUHOTO CHHAPOMA;

4) KOXHBIH 3y]l, CyXOCTh KOKU U CIIU3UCTHIX;

5) 0601M B KOCTSX;

6) oTekwu;

7) cnenuduyeckne HHPUIBTPATHI (KaK JCHKEMH/IBI) B KOXKE, Ha TJ1a3HOM JIHE;

8) mosiBIEeHWE LMTO3a B CHMHHOMO3IOBOM JKUJIKOCTH (IPH HCXOJHOM €€ HOPMaJlbHOM
COCTaBe);

9) mnoBblIIEHNHE YPOBHS TpaHCAMHUHA3.

[To6ounsie >ddekThl, pa3BuBmKecs Ha (OHE NPUMEHEHHS HTpPETMHOMHA™™*, MOTyT
noTpe0oBaTh U3MEHEHHUS TEPAIHH.

#TpeTUHOMH MOXET BBI3bIBATH CHJIBHBIE TOJIOBHBIE OOJIM U, B pEAKUX CIydasx,
TICEB/IOOIYXO0Jb TOJIOBHOTO MO3Ta, KOTOPas XapaKTEPH3YyeTCsl MOBBIIIEHUEM BHYTPHUYEPEITHOTO
JaBieHus 0e3 MPU3HAKOB MHQEKIUH, COCYAMCTBIX WM CTPYKTYpHBIX aHomanui. Ilpuumna
JTAHHOTO OCJIOKHEHHUsI OOYCIIOBJIEHO YBEJIWYEHHEM MPOAYKLIMU U HapylIeHHEM BCAChIBAHUA
CIIMHHOMO3TOBOM JKUIKOCTH COCYIUCTBIM CIUIETEHHEM. B Takom cirydae moka3aHbl J0OaBJICHHE
#amerazomamuna** (125-250 mr nBa-4eThIpe pasa B IeHb), BBEIEHUE MAaHHUTONA** BHYTPUBEHHO
B no3e 1-1,5 r/kr/cyt, anampreruyeckas tepanus. Ilpu coxpaHeHHHM BbIpa)KEHHBIX T'OJIOBHBIX
Oosneii Ha (HOHE aHAIBIeTUYECKOM M JUYpPETHYECKOH Teparnuu MOXHO YMEHBIIUTHh 03y
#rperunonna** no 25 mr/m?[171,62].

IIpu coxpaHsrOmuUXCs TOJIOBHBIX 0OJSAX (TOCIE UCKIIOYEHUS UX aHEMHUYECKOW IMpPUPOIbI
WJIM B CBSI3U C BBEJIEHUEM #TpeTUHOMH**) 1enecooOpa3no BeinoiaHUTh: 1) KT romoBHoro mosra
WIM MAarHUTHO-PE30HAHCHYI0 TOMOTpauio TOJIOBHOTO Mo3ra (C 1LEeJbl0  BBISBJICHUS
KPOBOM3JIHSIHNA); 2) CHIHHHOMO3TOBYIO ITYHKIIMIO TIOCJIE NCKITFOUEHHS pUCKOB BKIIMHEHUS CTBOJIA
TOJIOBHOT'O MO3Ta B 00JIbIII0E 3aThbu104HOE 0TBepcTBUE 1O JaHHBIM KT ninu MPT romosHoro mo3sra
Y aJICKBaTHOM TPpaHC()Y3UOIOTHUSCKOM MOATOTOBKH (IIEpEeTUBaHUE TPOMOOKOHIIEHTPATA) C LIETBIO
WCKITIOYEHHS] HelponelikeMur, WH(EKIIMOHHOTO Tpolecca (BUPYCHBI MEHHMHIOSHIE(haNT,
KPUIITOKOKKO3 U JIp.).

CyXOCTh KOXHM M CIM3UCTBIX JIeYaT CUMITOMATHUYECKUMU CPEICTBAMU (yBIAKHSIOIINN
KpeM, MOJIOCKaHMs ), KOXKHBIN 3yl — IpenapaTtamMu IJis JIeueHus 3y1a (BKII04ast aHTUTHCTAMUHHBIC

CpeJlICTBA CHCTEMHOTO JICHCTBHS U aHECTETHKH).
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IloBbllIeHNE aKTMBHOCTH TpaHCAMHHA3, U3MEHEHUs B OOLIMX (KIMHUYECKUX) aHaIM3ax
MOYH (32 UCKJIIOUEHHEM 3HAUUTENIbHOW NPOTenHypuu — >1 1/11) He TpeOyIoT, KpOMe OCTOSHHOTO
KOHTpOJIS, Kakoro-iubo TepareBTUYECKOro BO3/AeWCTBUA. BHOBb BO3HUKIAS 3HAYUTENbHAs
npoTeuHypusi MoxkeT ObiTh nposiBieHueM JIC mim oyeHb penkuM nmo6o4HbM 3ddexrom. J1C
KynupyIoT #1ekcamerazonom™** 10 mr/m? 2 pasa B CyTku B/B [62].

®ebpuibHas TUXopaaka 0e3 BhISBICHHOTO ouara HHGEKIUH (BBIIOIHAETCS TIIATEIbHBINA
MOMCK MH(EKIIMOHHOTO OYara — KaTeTep, MapanpoKTUT, HHPUIBTPAT MOJIOBBIX I'y0, raliMOpHT;
OCYILECTBIIsIETCA HEOAHOKpATHBIN peHTreHonorndeckuit (KT) KOHTpoOIIb 1eroYHOM TKAHH, TOCEBHI
KpPOBH M3 BEHBI U KaTeTepa, KOHTPOJIb YPOBHS I'aJJaKTOMaHHAHA B KPOBU U T. /.) NPU OTCYTCTBHH
Jpyrux NOOOYHBIX SABJICHUM MOXKET ObITh NEpBBIM Npu3HaKoM pazsutus [JC.

Taxke HepeaKo INMpHU NEPEIMBAHUU 3HAYUTEIBHBIX OOBEMOB KHUAKOCTH Yy IAlMEHTOB
pa3BUBaeTCd Meperpyska Mo MajoMy Kpyry KpoBooOpalieHus (OTE€K JIerKHMX), 4TO MOXKET
uMuTHpOBaTh KapTuny JIC, mo3TOMY HEOOXOAUM KECTKUN KOHTPOJIb INype3a, CTUMYJIHPOBAHNE
IMype3a, BBEAECHUE B/B HUTPATOB, KaluiicOeperaonux AMypeTUKOB, KapIMOTOHUKOB.

B cBs3u ¢ tem, uro pa3BepHyThiid JC sSBIsETCS RKUZHEYTPOKAIOIIUM COCTOSTHUEM, NMPHU
mageiimux mnpusnakax JC (1) ¢eOpunpnas nmxopanka ©0€3 TNpPU3HAKOB HHGEKIINH,
2) npIxatenbHas HeIOCTaTOYHOCTH +\— KpoBOXapKaHbe, 3) mprubaBKa B Macce Tena (0TeKH +5 Kr),
4) peHTreHosorn4yeckas KapTuHa ¢ MH(pUIbTpaTaMu, II0X0Xas Ha JIETOYHbIN TUCTPECC-CUHAPOM,
5) mnneBpalbHBIM WIM TEepUKAPIUATBHBIA BBINOT, 6) TUNOTEH3Ms, 7) OCTpas MOYeyHas
HENOCTATOYHOCTH) — HEMEIJIEHHO HasHaYaeTcs #nekcaMeTason** 10 mr/m? 2 pasa B AeHb 110
KynupoBanus mnpusHakoB JIC u ¢ 1pocraToyHo ObICTpOH OTMEHOW BHOCIEACTBUU (0OImas
MIPOJOJKUTEILHOCTD BBEJICHUS #leKcaMeTa3oHa™* — oNTUMabHO 7 THEH, BCIeICTBUE BEICOKOTO
pHUCKa pa3BUTHS MH(PEKIMOHHBIX OCIOKHEHMH, 0coOeHHO IpuOKoBbIX) [35]. Takoi moxxox
HACTOATEIbHO PEKOMEHAYETCSl, HECMOTpsl Ha TOT (DaKkT, 4TO HU OJUH M3 BBILICYNOMSIHYTHIX
MPU3HAKOB M CUMITOMOB HE SIBJISIETCS MaTOTHOMOHWYHBIM, M OHU CaMH IO cebe MOryT ObITh
CBSI3aHbI C COMYTCTBYIOIIMMH COMaTHUYECKUMHU MpoOIeMaMH, TAKUMHU KaK OaKkTepueMusi, CErcuc,
rpuOKoBble HMHGEKIMM WM 3acTOWHAs cepjeyHas HeAocTaroyHocTh. [lpu  Hanmmuuum
MHQPEKIIMOHHOTO Tpollecca, 3aCTOWHOW cepreyHoil HemocrtaTtoyHoctH juarHo3 JC  He
yCTaHaBJIMBAIOT, HO IaKe B ATUX CUTYyaIMsIX Ha3HAUYeHUe #aekcameTazoHa** onpasaano. Yacrora
Ha3HA4YeHUs #IeKcamMeTa3oHa™™ BO BCEX HCCIIENOBAaHUSAX HUKOIZIA HE COBIANAET C 4YacTOTOU
pazsutus JIC [35].

Pazutus cungpoma nud(epeHIMPOBKY OMYXOJIEBBIX KIETOK MOXHO OXHJAaTh KakK B
NIepBbIE JHU MpUeMa #TPETUHOMHA®*, TaKk U MOCJe 3aBepIleHHs] BBEJCHNUS POTUBOOITYXO0JIEBbIX
IpernaparoB Ha (OHE MPOOIDKAIOIIETOCs TPHeMa TPETHHOMHA™ ¥, Ha BBIXO/IE U3 arpaHyJIoHUTOo3a,

Jaxxe TpHM HU3KUX Lu@pax nelikonuros (Hampumep, <2 x 10%/m). Yacrora mmarnoctuxu JIC
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3aBUCUT OT NPOrPAMMBbI JICUEHHS] M KPUTEPHUEB AUArHOCTHUKH, Bapbupysd oT 2 1o 50 %, Ha
nporpamme AIDA cocrasass 25 %.

Beinemsitor JIC: cpenneii Tsbkectu — 2/3 cumnroma (B cpenneM y S0 % manueHToB) U
TsoKenbId — 4 u 6osiee cumnToMoB (B cpeaHeM y 50 %). Taxoke ormeuarot panuuit JIC (10 7 nHeid,
npuMepHO y 54 %) u mo3aauit (8—14-it nens — 5 %, 15—30-it nens — 36 %, 31-46-ii newp = 5 %),
KOTOPbIE OTJINYAIOTCA 110 MPOLIEHTY JeTAIbHOCTU: 36 1 9 % COOTBETCTBEHHO.

IIpu  Tsoxenmom JIC  (MCKyCCTBEHHAs BCHTHJISIUS JIETKUX, OCTpas TOYCYHAs
HEJOCTAaTOYHOCTh) Tepanust #TPETUHOMHOM™** JTOIKHA OTMEHSTHCS, €€ MpUeM BO30OHOBISETCS
MoClie KyNMHPOBAHUS JIBIXAaTSIIBHON, MEYCHOYHOW WM IMOYCYHOW HEIOCTATOYHOCTH (MOKHO B
TIOJIOBUHHOM J103¢€).

BpemenHoe ipekpalieHre Tepaniy #TpeTUHHOMHOM ™ * TTOKa3aHO JIUIIb B CITy4ae Pa3BUTHS
cepbe3HbIX TposiBieHUi cunapoma auddepenuuposku OIUI (ecnu y manmeHTta pa3BUBaeTcCs
MoYeyHass HEJOCTATOYHOCTh WJIM TPeOyIolMi TepeBoja B OT/AEICHWE MHTCHCUBHOM Tepanuu
pecnupaTopHbIi JUCTpecc-CUHAPOM). Bo Bcex Apyrux ciydasx Tepanus #TpeTHHOMHOM™*
JOJKHA OBITH TIPOJOJIKEHA.

Ecnu na pone Ha3HaueHus #nekcameTazoHa™* 1 Mpoa0KEHHOTo TTpueMa #TpeTHHOMHA ™ *
peructpupyercs nporpeccust IC nnm orcyrcTBue 3QdeKTa Ha BBEACHUE #OeKcameTa3oHa™*, 1o
#rpetuHOMH™** ciemyeT oTMeHUTh. Eciam mociie 3Toro OTBET Ha BBEACHHE #aekcameTazoHa™*
MOJIYYEH, CJeNyeT NPOAODKUTH TEPAalHi0 1O TMOJTHOTO HCYE3HOBEHUS CHMIITOMOB, a 3aTeM

BO30OHOBUTDH #TPETUHOUH™*.

Ipuinoxenune A3.3. Jlo3upoBKa, ClIoco0 NPUMEHEHHUs1, HexKeIaTeJdbHbIe ABJICHUSA MbIIIbAKA
TpHOKcuaa [62]

Jlo3a Meibsika Tpuokeuaa (ATO) cocrasnsiet 0,15 Mr/kr B ieHb, IpenapaT pacTBOPSIIOT B
250 mi 0,9% natpus xsopuia Ui 5% IIIFOKO3bl U BBOISAT BHYTPUBEHHO B TEYEHHE 3 4aCOB.

OcnoxHEeHUs! Tepanuy MbIIIbIKa TPHOKCHIOM:

e JludpdepenuupoBounslii cunapom ([IC) — maTtorenes, KIMHUYECKas KapTUHA U
Teparnus aHaJIOrMYHbI TAKOBBIM IPU PETUHONIHOM CHHJIPOME.

OTMmeHa TepanmuM MBbIIIbIKA TPUOKCHAOM MPOMCXOAUT B ciay4yae HEI(P(HEKTUBHOCTH
Tepanuu #aekcamerazoHoM™* wiu npu passutuu JC Tsoxenoit crenenu (>4 cumnromos). [locne
kynupoBanus JIC repanus ATRA+ATO Bo3zoOHOBIsIeTes. [Ing npodunaktuxu JC nanuentam u3
TPYTITBI BEICOKOTO PUCKA Ha3HA4YaeTcs #nekcamera3on™* B no3e 4 Mr/m2 2 p/c B/B 10 CHIKEHHS
neWikonuTo3a (He Oonee 7 JHeN), TakKe MPOBOAUTCS LUTOpeAyKUHUs 1-3 BBeAECHUSAMU
aAHTPaUUKINHOBBIX aHTHONOTHKOB (LO1DB: AHTpauukianHbl 1 poACTBEHHbIE coequHeHus). [lpu

pa3BUTUU JelikonuTo3a Ha ¢oHe Tepanuu s npodunaktuku JIC Takke HazHayaercs
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#nexcameraszon** B 03¢ 4 Mr/mM? 2 p/c B/B 10 CHUXeHUS JeliKonuTo3a (He 6onee 7 nueit). Ecim

JIEUKOIINTO3

COMMPOBOKAACTCA BBIPpAKCHHBIMU OCCaJIrusAMHU, KIMHUKOH J'ICfIKOCTElBOB,

PEKOMEHI0BaHO BBeZieHHe IuTapadbuna™* B nose 100 mr 2 p/c B/B 10 KyNUPOBaHUS CUMIITOMOB,

HO He 0OoJiee 3 BBeACHUN

Tokcuueckuii renatut Habmogaercs npumepHo y 60% 6oabpHbIX. [Tokazan
MOHUTOPHHT MOKa3aTenei neuenouHon ¢pyukuuu (ounmmupyoun, ACT, AJIT).
[ToBbITIIEHNE AKTUBHOCTH TIEYCHOYHBIX TpaHCAMUHA3 B 5 pa3 u Oosiee Tpedyer
CHIDKEHHSI 103bI TPHOKCUIA MBIIbsiKa 10 0,1 Mr/Kr/cyT, a mpu OTCyTCTBUU

3¢ dexra — BpeMeHHON OTMEHBI (Ha 5—7 JHEN) MbIIIbsSKa TPUOKCHUIA U/1ITN
ATRA 110 yMeHbIIIEHUSI HA3BAHHBIX [10Ka3aTeJIell MEHBIIIE 3HAUEHUS,
MIPEBBIIIAIOIIETO HOPMY B 2 pasa.

VYanuHeHue kxoppurupoBaHHoro uHtepBana QT Ha ¢oHe Tepanuu MbIIIbIKA
TPUOKCHUJIOM ~SBJIIETCS CJIEJICTBUEM YJ/UIMHEHUS BpPEMEHH penoigpu3aluu
KENIyN04KoB cepaua. [lepBrle BBEJEHMS MBIIIBSIKA TPUOKCUIBI BBITOJIHSAIOT MOJ
KOHTpOJIEM KapauoMoHuTopa. KOHTpOib IMTETBPHOCTH KOPPUTHPOBAHHOIO
untepBana QT BbeIMONHSAETCA OAMH pa3 B HENENI0 WIM 4Yalle NpPU HAIAYUU
noka3aHuil. [Ipy pa3BUTUM KapAMOTOKCHUYHOCTH C yAiauHeHHeM uHTepBana QTc
6onee 500 mc [mo bazerry (HCC 60—100 yn/mun) unu @penepuky (Ipu Taxu-,
Opanukapun)|, BBEICHUE TPUOKCH/Ia MBIIIbSKA MOXKET OBITh MPUOCTAHOBJICHO JI0
HOpManu3anuu AanHoro mokazarens (QTc <450 mc). Taxxke MOKHBI OBITH
OTMEHEHBI Bce Jpyrue mnpenapatsl, yummHsomue uHTepBan QT. Heobxonumo
KOHTPOJIUPOBATh KOHIIEHTPALUHU 31eKTpoiauToB (K+, Mg2+) B CbIBOPOTKE KPOBU U
IPOBOJUTH KOPPEKIMIO UX HAPYUICHUH, TPUMEHSATH OeTa-apeHO0I0KaTOPEI.

J171s cBOeBpeMEHHOM AMarHOCTUKHA TOKCHYECKOTO MapKeaTUuTa MalueHTaM MoKazaH
MOHHUTOPHUHI KOHIIEHTpAallMM ChIBOPOTOYHOHN ammiasbl. [Ipu pazBuTumM ocTporo
naHKpeaTuTa J03a MblIbsKka TpHokcuaa cHuxkaerca 1o 0,1 wr/kr/cyt wu
IPOBOAMTCA CUMIITOMAaTHYECKas Tepamus (ToJioj, aHTUCEKPETOPHBIE MpenapaThl
(A02 TIlpemapatel uisi JedeHHs 3a00J€BaHUM CBS3aHHBIX C HapYyIICHHEM
KUCIOTHOCTH)). [Ipn HEdIPPEKTUBHOCTH STHX Mep MBIIMIbSIKA TPHUOKCHI W/WIH
#TpeTHHOMH™** BpeMEHHO OTMEHATCs (Ha 5-7 JHeEl), Tepanus BO30OHOBIISICTCS B
Cllydae perpeccuu KIMHUYECKHX NposiBieHui. [Ipun 6ecciMITOMHOM MOBBIIICHUN
KOHIICHTPAIlMU aMHJIa3bl B CHIBOPOTKE KPOBH MOKa3aH 00jiee YacThlii MOHUTOPUHT

aMMJIa3bl.
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IMpuaoxenne A3.4. IIpoToKOJ KOHAMUIMOHMPOBAHUS B MUEJI020JJaTUBHOM peKUMeE NPHU

BbInoHeHnu ayTo-TT'CK nanuenram ¢ peunausom OILT [49,130]

Cyroun | KypcoB | [IHm
[Ipenapar [Topsinok BBeIeHUSA
asi 103a | ag Jo3a | BBEACHUS
BuyTps,
CyMMapHast
CyTOYHas n03a
12 C -6 mo 4
#bycynbhan** 4 mr/kr paznensiercs Ha 4
MI/KT JIEHb
npuemMa c
(D]
=
£ UHTEPBAJIOM 6
[}
2 9acoB.
S
=
)
= 60 120
= Luxmnodochamum™* -3, -2 nHu B/B, B Teuenue 2 u
= MI/KT MI/KT
S
~
120% B/B, wuH}Y3Us B
OT JIO3bI Teyenne 24 4,
MecnHa** mukinod | - -3, -2 nHA HauMHAs 3a 2 Yaca
ochamu bi o) BBEJICHUSA
na nuknodochamuga
¢ -7-ro  +14-
neHs (1o +28-
ro JTHS
BKJIFOUUTENbH
= 0 pu
5 12000 B/B, uHpy3us B
& | 'emapun Hatpus™* - MHOUIPOBA
> EJ TedeHue 24 4
2 HUU
=
¥a|
5 renatuToMm B,
]
= C u/unu
2
% Tpombo3ax B
3 aHaMHe3e)
o <
2 % ¢ -6-ro no -1-
& 5 | OHIaHCETPOH™* 24 mMr - B/B 8 Mr 3 pasza/cyt
g s i IeHb
O K
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Cytoun | KypcoB | lau
[Ipenapar [Topsinok BBeIeHUSA
as m03a | asgo03a | BBEACHHUS
BHYTpb, CyTOYHas
200 ¢ -8-ro mo -1-
IOy pUHOT** - J03a  pazjensercs
MI/M? i IeHb
Ha 2 mpuemMa
¢ -8-ro mo -2- | BHyTph, 100 Mr 2
#rapbamazenun™** 200 mr -
il 1eHb paza/cyT
¢ -6-ro o -2-
#nuasemam** 10 mr - B/B, HA HOYb
i ICHD
BHYTpb, CyTOYHAas
YPCOJIE30KCHXO0IeBast 12 ¢ -6 mo +180-
- 032 paszjaensiercs
Kucjora** MI/KT # 1eHb
Ha 1-2 mpuema
MIPOTUBOIPUOKOBAsI
S MpUMEHsIeTCd  TPOTOKOJ,  HPHUHATBIE B JaHHOM
S
=
= >§ TPaHCIUIAaHTALMOHHOM IIEHTPE
E g
&, § | mpoTHBOBUpYCHAs
S o
8,
==

IIpunoxenne A3.5. OIlJI ¢ BApHAHTHBIMH TPAHCJIOKANMAMH M UX JIEKAPCTBECHHASA

YYBCTBUTEJIBHOCTH [49,130]

UyBCTBUTENHHOCTH
UyBCTBUTEIBHOCTD
[TepecTpoiika Tpancnokanus K MBIIIbSIKA
K TPETHHOUHY

TPUOKCHUTY

ZBTB16-RARA [158] t(11;17)(q23;921) cmabas cimabast
NPM-RARA [159] t(5;17)(q35;921) na HEU3BECTHO
NuMA-RARA [160] t(11;17)(q13;921) hit:} HEHU3BECTHO

STAT5b-RARA [161] der(17) crnabas cnabas

t(17;17)(q21;924
PRKAR1A-RARA [162] ( Na2la29) na na
uu del(17)(q21;q24)
FIPIL1-RARA [163] t(4;17)(q12;q21) na B 1 cmydae HEU3BECTHO
BCoR-RARA [164] t(X;17)(pl1;q21) Ja B 2 ciydasix HeT B | ciiydae

OBFC2A-RARA [165] t(2;17)(q32;921) na HEU3BECTHO
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TBLR1-RARA [166] t(3;17)(q26;q21) HET HEU3BECTHO
GTF2I-RARA [167] t(7;17)(;q11;921) hit:} hit:}
IRF2BP2-RARA [168] t(1;17)(q42;921) hit:} na
FNDC3B-RARA [169] t(1;17)(q42;921) na na
HNRNPC-RARA [153] - HET HEU3BECTHO
- HET HET

THRAP3::RARA [154]
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IIpunoxenue b. Anropurmsel aeiicTBuii Bpaia

Ma

eHT
¢ nogoapeHuem Ha O

HesameonutensHas

Tepanua ATRA [uarHocTuka

KoHconupauma
no nporpamMme mAIDA

!

Mpogonxenue
[AWArHOCTUYECKOTD
noucKa B pamkax

[PYTUX BOMOMHBIX
3abonesanuit

Oa

[warHos nogTeepxaeH?

NeiikouuTsl
poeu > 10,0 x 10~9/n?

A 4 v
ym.gn no nporpamme
AIDA, Brniouas Vay KLy
LWarHoCTUKY,
npodunakTky/ no nporpamme AlDA
nNeyeHne Helponeikemm

Na Noctikenve Het
reMaTonoruyeckoi

peMuccuu?

A A
Na K Xumuorepanua
['pynna Beicokoro pucka? oHcanuAaLpa pedbpakTepHoro/
no nporpamme AIDA pelyauaa O

T A

Mogaeprueatowan
TepanuAa

€ MOHWTOPHHTOM
MPE

MpodounakTuka
W AucnaHcepHoe
HabnogeHne

HocTiskeHne
MO eKYNAPHOI
pemuccumn?

Anroputm Benenus nauentos ¢ OILUI va nporpamme AIDA
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Ipunoxkenue B. Undopmanus st manueHTa

W3meHeHus B 2 XpoMOcCOMax NMPHUBOIAT K 3a00JIEBAHUIO, KOTOPOE HA3BIBACTCS OCTPBIH
npomuenonutapubiii aeiko3 (OILI). [Toutn Bo Becex ciydasx OILJI mpoucxoauT TpaHcIoKaius,
T. €. IEPEMEILEHUE YACTU OJTHON XPOMOCOMBI Ha PYTYI0. DTO XpoMocoMsl 15 u 17. B aToM cinyuae
oOpasyercs MoJoMKa B XxpoMocome 15, kotopast o0pa3yeT pa3pbIB B 00JIaCTH PacloIoKEHHOTO Ha
Helt reHa PML (TeH pOMUENOUTApHON JeHKeMuH ), U TIOJIOMKa B XxpomMocome 17, B pe3ynbTare
KOTOpoil oOpa3yercsi paspeiB B oOmactu reHa RARA (anbda-reH peuentopa peTUHOEBON
KHUCJIOTHI). B pe3yibTare mepeMerieHuss yacteii XpoMocoM o0pa3yercsl CIAMsIHUE 3TUX I'€HOB U
dbopmupyeTcss Tak Ha3bIBaEMbI CIUBHOW TeH PML. DTOT aHOMaIbHBIA TE€H KOAUPYET
o0Opa3oBaHHe MTPOTEHHA, KOTOPBIH OCTAaHABIMBAECT CO3PEBAaHUE MPEAIICCTBEHHHUKOB 3PEbIX
MUEIOUIHBIX KJIETOK KPOBH M KOCTHOI'O MO3ra Ha MPOMEKYTOYHON CTaJUH IPOMHUENOoNuUTa. JTa
TpaHCIoKamusa umeeT obo3nadenue t (15; 17).

Wnentndukanus XapakTepHOW TpaHCIOKAMM Kak mmyckoBoro Mexanmsma OILUI wu
pa3BUTHE TaK Ha3bIBA€MOMW IIEJICHAIIPABJICHHON (TapreTHOil) Tepamuu MPHUBEIU K TOMY, YTO
MPAKTUYECKH y BCEX MAIMEHTOB, KOTOPHIM HAayaJlbHOE JICUEHHE MOKET OBbITh peaM30BaHO B
MIOJIHOM 00BEME, BO3MOKHO JOCTUKEHHE TaK HA3bIBAEMOI TIOJTHOM PEMUCCHUH, T. €. HICUE3HOBEHUS
BCEX CHUMITOMOB JIEHKEMUU U BOCCTAaHOBJIEHHSI HOPMAJIBHOIO KpOBETBOpeHHsS. B pesynbrare
LIeJIeHaNpaBICHHOMN Tepalnu JeiikeMruueckrue 01acTHbIE KIIETKU MOTYT CO3PETh U B JAIbHEUIIEM
UCTOIIUTH CBOM MOTEHIMAJ HEKOHTPOJIUPYEMOro pocTa U MOruOHyTh. TeM He MeHee Ha 3ToU
CTaJMM BCE €IIE CYIIECTBYET OCTATOYHAs MOMYJISALHMS JEHKEMHUYECKUX KJIIETOK, MO3TOMY, €CIIH
OCTaHOBUTB JICUCHHE HA 3TOM 3TaIe, 3a00JIeBaHUE PAHO WK MTO3JHO 0053aTEIbHO PELUUBUPYET,
YTO CHIeTIAeT U3JICUCHUE TTOUYTH HEBO3MOXKHBIM. CleAyronue BaKkHble KOMIOHEHTHI JieueHust OI1J1
JOJDKHBI OBITH TaKXKe O00S3aTENIbHO PEANM30BaHbl: KOHCOJIUAMPYIOLIEe M TMOIJIepKUBArOIee
nedenue. [locienoBarenpbHOE BBINOJHEHNE BCEX KOMIIOHEHTOB JICYEHUS IPHUBENO K TOMY, YTO
cerojHs 9 u3 10 maneHToB UMEIOT PeaIbHy0 BO3MOKHOCTh IOCTUYb BEPOSTHOCTH MIPOXKUTH O3
MpU3HAaKoB Oone3Hu Oosiee 5—7 neT. JlocTuykeHuss B pa3BUTUM OMOJIOTMYECKHUX TEXHOJOTUMN
IIPUBENH K TOMY, YTO TENEPh LENbI0 JETEKIUN OCTATOYHOMN MOMYJIALNN JEMKEMUUECKUX KIIETOK
SIBJIIETCS pacno3HaBaHue | maronoruyeckod KieTku mnpubnauszurenabHo Ha 10-100 ThIC.
HOPMaJIbHBIX — 3TO CTAJIO BO3MOKHBIM C IIOMOIIBIO TEXHOJIOTUH NOJIUMEPA3ZHO-LETHON PEAKIIVH.
B HacTosmee Bpems Tak HazbiBaeMasi MosieKyJisipHas pemuccust OILI sBisieTcs nenbio jgedeHus
nanueHToB ¢ OITJI. Hapsay ¢ mocTikeHHEM MOJICKYJISIPHON PEeMHCCHH (MM MOJIEKYJISPHOTO
«OTBETa») BAXHBIM KOMIIOHEHTOM HAOJIOJCHUS 3a OOJIBHBIM SIBISIETCS TaKXKE PETYISIPHOE
MCCJIeI0BAaHUE KOCTHOI'O MO3ra METOI0M MOJIMMEPA3HO-IIENHOM peaKIMy B MOCIEIYOUIUE 3Tallbl

— MOJICKYJIIPHBIA MOHUTOPUHT MUHUMAIILHON OCTaTOYHOH (pe3uIyalibHOM ) OONIe3HU.
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B apcenane coBpeMeHHON MEIUIMHBI €CTh BCE Ipenaparsl A 3()pYEeKTUBHOrO JeUeHUs
OII.

HeoTpeMiIeMBIM KOMITOHEHTOM JICUCHHS ManucHTOB C BICPBBIC AWArHOCTUPOBAHHBIM
OII siBasieTcst TakKe COMPOBOAUTENBbHAS TpAaHC(PY3HMOHHAS Tepanusi KOMIIOHEHTaMH JIOHOPCKOM
KpPOBH, MpPEXJE BCEr0 CBEXE3aMOPOXKEHHOM IMJIa3MOil M KOHILIEHTPaTOM TPOMOOLMTOB. OTH
KOMITOHEHTbI HEO0OXOJMMBI MPEXJE BCEro B JEUCHUM TakK Ha3biBaeMol koaryiomatuu OITT —
COCTOsIHMS, IMTPHU KOTOPOM MPOUCXOAAT HAPYUICHUA CBEPTHIBACMOCTU KPOBHU, B KOTOPBIX UMECTCA
MOBBIIIEHHBIH PUCK KPOBOU3IMSIHUNA B COYETAHUU C BO3ZMOYKHOCTBIO TaKXe M TPOMOOTHUECKUX
OCJIOKHEHU .

B 3axmrouenue cienyer ckasartb, 4ro, XoTst OILI yacto paccmarpuBaercss B paMKax Tak
Ha3bIBACMbIX MHUCJIIOUIHBIX JIGﬁKO?;OB, OH JICUUTCA 110 HECKOJIbKO MHBIM NPpUHIOUIIAM, YEM APYTHUC
MUEIOUIHBIE JIEMKO3bl. TpaHCIIaHTalMs KOCTHOIO MO3ra PENKO paccMaTpUBaeTcs Kak
KOMITOHCHT JICHCHHS MMAIITMCHTOB C BIICPBLIC BHIABIICHHBIM OIJI. B T0 ke BpCMs TpaHCILJIaHTall A

KOCTHOTI'O MO3T'a MOJKET OBITh Ba)KHBIM KOMIIOHEHTOM JICUCHHUS peunanBOB OIJI.
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Ipunoxenune I'1-I'N. IlIkanbl OeHKH, BOIPOCHUKH U Pyrue OLeHOYHbIE

HHCTPYMEHTDI COCTOAHUA NMAIMMCHTA, IPUBCACHHDBIC B KIIMHUYCCKUX

PEKOMEHIAUAX

Ilpuiaoxkenue I'1l. Illkana oneHKH 001Iero cocTosHus nanuenTa BocTounol 00bLeTMHEHHOM

oukogornyeckoi rpvunsl (ECOG)

Opurunanbaoe HazBanue: The ECOG Scale of Performance Status Mcrounuk: Oken M.M.

et al. Toxicity and response criteria of the Eastern Cooperative Oncology Group. Am. J. Clin.

Oncol. 1982;5(6):649-65

Tumn: nikana oleHKu

Hasnadenue: ximHUYECKasa OLEHKA OOIEr0 COCTOSIHMUS MMalleHTa

Conep;xaHI/Ie W UHTCPIPCTALHA:

Craryc
Onucanue 001IEero COCTOSIHUA NMaMEHTa
(0asIbI)

0 [TarMeHT MOJIHOCTHIO AaKTHBEH, CHOCOOEH BBIMOJMHATH BCE, KaK U JI0
3a00JIeBaHUsI.

1 [TareHT HECTIOCOOEH BBIMOIHSTH TSHKETYI0, HO MOXKET BBIIIOJIHATD JIETKYIO
WIH CUIITYYI0 pa0oTy (HampuMep, JISTKYIO JOMAITHIO W KaHIEISIPCKYIO
paborty).

2 [TanuenT neuntcss aMmOyJIaTOPHO, CIIOCOOEH K CaMOOOCTY>KUBAHHIO, HO HE
MOJKET BBINONHATH padoTy. bonee 50 % BpemeHM MPOBOJUT aKTUBHO — B
BEPTHKAITHHOM TOJIOKEHUH.

3 [TarmeHnT cnocoOeH JUIIb K OTPaHMYEHHOMY CamMoO0OCTy>KHBAaHUIO,
IPOBOJUT B Kpeciie uity nocreiu 6oiee 50 % BpeMeHH O0APCTBOBAHUSI.

4 WuBanua, coBeplIeHHO HE CIMOCOOEH K CaMOOOCIYyKHBAaHUIO, IPUKOBAH K
KpECITy WU TIOCTEIH.

5 CwmepTh nanueHTa

Ipuaoxenue I'2. Hkaaa Khorana qjis olieHKH pUCKA BEHO3HBIX TPOMO0IMOOIHUECKHX

ocjokaeHnii (BT0) v nanmeuToB, MOJYYAKIINUX XUMHOTEPANHNIO

Uctounuk: Development and Validation of a predictive model for chemotherapy

associated thrombosis. Blood. 2008;111(10):4902-4907

Twum: mkana oneHKn

Haznadenue: kimuHudecKkas oleHKa O6IJ.[CFO COCTOsAHUA ITIaIMCHTA
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Copep:xaHue U UHTEPIIPETALIUS:

daxkTopbI pUCKA baxnbl
Jlokanu3zanus onyxomu:
® OYEHb BBICOKHI PUCK: XKEIyI0K, OJKEITyA0YHAs JKeye3a 1
® BBICOKMI pUCK: JIeTKHE, TUM(POMA, KPOBb, SUUKHU, SUUYHUKH, MaTKa 2
KoanuecTBo TpoMOOLIMTOB B KPOBU Mepe] Ha4aloM XUMUOTEpAuu > 1
350*10%/n
VYposenb remorsnobuna mexee 100 /11 WM UCNONIb30BaHUE SPUTPOIIOITHHA 1
KoanuecTBo 1€HKOIUTOB B KPOBU MEPE] Ha4aloOM XUMUOTEPAINU > 1
11*10%n
Wunexc macceol Tena > 35 kr/m? 1
BeposiTHOCTD,
Puck paseutusa BTI0 B Teuenne 2-5 mec. .
Yo
Bricokwuii (cymma Gayio > 3) 6,7-7,1
Cpennuii (1-2 6amnna) 1,8-2
Huskuii (0 6amioB) 0,3-0,8
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