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1. BBOJHAA YACTb:

Octpsiii npomuenonuraphsiii neiikos (OITJI) OTHOCIT K OCTPBIM MUEIOUIHBIM JIEHKO3aM
(OMJI), xoTopble NPENCTaBISAIOT COOOM TeTepOreHHYI TPYIITY OITyXOJEBbIX
3a001€BaHUN CUCTEMbI KPOBH, BO3HUKAIOIIUX B pE3yJIbTaTe MyTallMU B CTBOJIOBOM
KJIETKE-TIPEIIECTBEHHUIIE TEeMOI033a, B pe3yJbTaTe Yero IMPOUCXOAUT OJOK
mubepeHIMPOBKM W HAYMHAETCA  HEKOHTpojupyemas  mpoiudepanus
HenuddepeHIUpPyEMbIX  OMYXOJEBbIX KPOBETBOPHBIX KIJIETOK, BBITECHSIIOIINUX
HOpPMAJIbHBIE.

Hacrosamue HallMOHAJIbHBIC KJIIMHUYECKHUE nporokonsl  MKbB-11
XH1AS50 (OIUI) paspaGotanbl g OOJNBHBIX C  JAMArHo3oM  Octpsiii
IPOMUENIOLUTAPHBIH JIeliko3, TPEIHA3HAYCHA JJIs UCIToJb30BaHus B JIITY.

Mexaynapoanas kiaccuukanus 0osaesneit — MKb-10/11 kox (b1):

MKB-10/11
Kon Ha3zBanue
C 92.4 OcTpblii MPOMHUENOUUTAPHBIN JIEUKO3
XH1AS0 https://icd.who.int/ru/

JlaTa pa3pa0doTKH M IepecMoTpa MPOTOKOJIA:

- 2025 ron, nara mepecMoTpa o Mepe MOSBICHUS HOBBIX KIIFOUEBBIX
Jl0Ka3aTesbCTB. Bee monpaBku K peACcTaBI€HHBIM PEKOMEH 1AM Oy IyT
OITyOJINKOBaHbI B COOTBETCTBYIOLIUX JOKYMEHTaX.

- OTBETCTBEHHOE YUPEXKJIEHUE MO Pa3pabOTKe TaHHOTO KIMHUYECKOTO MPOTOKOIIA
U cranjapra: PecrryOnmkaHCKUN creMaIn3UpOBaHHBINA HAYYHO-ITPAKTUYECKUN
MEIULUHCKHN LIEHTP T€MaTOJIOTHH.

CnucoK 0CHOBHBIX aBTOpPOB, NONMOJHHUTEC/IIBHOT0 KO/UVIEKTHUBA aBTOPOB,
MaxmyaoBa A.JI.. - I.M.H., 3aM. JUPEKTOp TO Hayke  PecnmyOIWKaHCKOTO HaydHO-
PAKTUYECKOr0 MeUIMHCKOro nenrpa remarojgoruu (PHIIMII) M3 PV3;

KawomoB A.A. — 1.M.H., rnaBubiii Bpau PHIIMIIIT M3 PVY3;

Hcxako I.J[. — n.M.H., 3aBeayromuil kadeapoil remarosorun u tpancdysuonoruu Llentpa
pa3BuTHs MPO(HECCHOHATHFHON KBAM(UKAIIMA MEIUIIMHCKIX paboTHUKOB pu M3 PVY3;
Maxamanaauesa I'.3. — k.M.H., TnaBHbIA rematosor Pecriyonukn Y36ekucran, PHIIMLIT M3
PV3;

Bba6axanosa II.A. — n.Mm.H., npodeccop Kadeapbl remMaToiOruu, TpaHchy3Honoruu u
nabopaTopHbIX HayK TMA;

AuymioBa A.Y. - K.M.H., TJIaBHBI KOHCYNbTaHT remaroinor PecrmyOnukum VY30ekucras,

PHIIMII M3 PV3;


https://icd.who.int/ru/

Hurmatosa M.C.. - 3aBenytomuii otaenenuem nepBoi remaronorun, PHIIMIT M3 PV3;
PacyaoBa JI.b. — rnaBHbIl Tremaronor AHXKWXKAHCKOHW oOmactu, MHorompohuIbHbII
MEIUIUHCKHAN IEHTP AHIMKAHCKOH 001aCcTH;

TypcynoBa H.A.- k.M.H., 3aBeAyIOmMil oTaeneHneM aHeBHoOro mpedsiBanus PHIIMLI M3
PV3;

Caouposa III.I'. — x.M.H., Bpau - remaronor PCHIIMIUI" M3 PV3;

Kymabaesa M.Y. — rnaBHbld remaronor Xope3MmMcKoil obOmactu, MHOronpohuiIbHbINH
MEIUIMHCKUN LIEHTp XO0pe3MCKOM 00J1acTH;

®apMmaHKyJa0B A.Y. — Bpau reMarojior KOHCYJIbTaTUBHO-AMArHOCTUYECKOIO OTHAEJICHUS
PHIIMUI M3 PV3;

Mappanos A.K. Bpau rematonor PHIIMLI" M3 PV3;

OaumxonoB K.A. — Bpau remarosor, Tpancmiantoior PHIIMIT M3 PVY3;

Bboxoaupos B.b. — Bpau remaronor PHIIMII" M3 PV3;

Tamremupos @.P. — Bpau rematosor oraenenus tpancmianranuu PHIIMIT M3 PV 3;

PenenseHrni:

Turgay Ulas Ankara Onkoloji Hastanesi, Hematoloji
ve Kemik iligi nakli merkezi, Professor

HNoparumosa Camypa 3axuaoBHa J.M.H., 3aB. OTJ. IEpBBIM
OHKOTE€MAaTOJIOTHICCKAM OT/ACIICHUEM
[IAI'O u KM M3PV3

KnuHudeckuid MOpOTOKOJ pacCMOTPEH M yTBEpPXkJeH YdeHbiM (CoBeTOM
Pecny6nukanckoro Cneuunanu3upoBaHHOTO Hayuno-IIpakTudyeckoro
Menuuunckoro Ientpa I'ematonoruu PY3 3 mapra 2025 r., npoTokos Ne3.

Hacrosmumii HanmoHadbHBIA KJIMHUYECKUM MPOTOKOJI U CTaHAAPT pa3padoTaHbl
10/, PyKOBOJACTBOM 3aMECTHUTEIISI MUHHUCTPA 34paBBoXpaHeHns bacutxanoson 2.0,
HaYaJIbHUKA YOPaBJICHUS MEIUUMHCKOro cTpaxoBaHusi Asnmapaonosa II1LK.,
HadyaJIbHUKA OT/AENa pa3padOTKM M BHEAPEHUS KIMHUYECKHX IPOTOKOJIOB M
cragaaptoB Hypumoson II.P., a Takxke ¢ OpraHM3allMOHHOW W TMPAKTHYECKOU
MMOMOIIbK0 TJIaBHOTO crenuanucra otaena [xymaeson [.T. u Bemymiero
crnenquainucrta orgena Paxumosoit H.OD.



LIKAJIA OLHEHKH KJIACCOB PEKOMEHIALIN A

KJIACC OIIPEJAEJEHHUE ITPOBEJIEHUE

KonkpeTHbIe METOIBI JICUeHUS / TECTUPOBAHUS /

Jie4yeHus1 / JIeYeHUs T0Ka3aHbl WK OOUICTIPUHSATHI, a
I NOTEHIMAJILHBIE BBITOBI SICHBI U 3HAUUTEIBHO BbILIE | PexoMeHmyeTcs
MOTEHIUATBHOTO PHCKA.

MHTEeHCUBHOCTH JAaHHBIX U / MY MBIIICHUS

n pasnuuus win onepanus 3gpdeTuBHOCTH /

PUCKOBaHHOMY OaJtaHCy / OajaHCy prcKa, KOTOPbIe CorytacHo
MPOTUBOpEYAT MPEUMYIIECTBAM KOHKPETHOTO Lenm
JiedeHus / TECTUPOBaHMsI / IeUeHUs / BMEIIaTeIbCTRA.
IIa BonbIIMHCTBO TaHHBIX / MHEHHUS MTOKA3bIBAIOT
npenmyiiecTa / 3¢ HEeKTUBHOCTb.
C kpaiinei
IIb Jannsie / He oueHb yOKICHBI B IPEUMYIIIECTBAX / OCTOPOXHOCTEIO

3¢ (HEKTUBHOCTH TaHHBIX / MHCHH.

IIkana oueHKH ypoBHeH JO0CTOBEPHOCTH I0KA3aTeJIbCTB IJIsi METOI0B JHATHOCTHKH
(IMAarHOCTHYEeCKHX BMENIATE/IbCTB)

YDOBHI/I JOCTOBCPHOCTH 10KA3ATCJIbBCTB

CucremMaTH4ecKHe 0630pLI I/ICCJ'Ie,HOBaHI/Iﬁ C KOHTpOJIEM pe(bepeHCHLIM MCTOAOM MM
CHCTEMAaTHYECCKUH O630p PAaHAOMHU3HUPOBAHHBIX KIMHUYCCKUX I/ICCJ'Ie,HOBaHI/Iﬁ C IPUMCHCHHEM
MCTa-aHaJIn3a

OTnenbHBIE HCCIENOBAaHUS C KOHTPOJEM peQEepeHCHBIM METOJIOM WJIHM  OT/ACIbHBIC
pPaHIOMU3HUPOBAaHHbIE  KIMHUYECKME  HUCCIEAOBAaHUS M  CHUCTEMaTH4ecKue  0030pbl
UCCIICIOBAaHMI JIIO00TO JM3aifHa, 3a HCKIIOYEHHEM pPaHIOMH3UPOBAHHBIX KIMHHUYECKUX
VICCJICIOBAHNM, C IPUMEHEHUEM METa-aHaJIN3a

Hccnenopanms 0e3 IMMOCJICAOBATCIIbHOTO KOHTPOJIA pe(bepeHCHHM METOJ0M HJIN UCCIICAOBAHUA
C pe(bepeHCHLIM METOLAOM, HC ABJIAIOIMIUMCS HE3aBUCUMBIM OT HCCICAYCMOI'O METOHa HWJIA
HCPAHAOMU3SUPOBAHHBIC  CPAaBHUTCIBHBIC HCCICIOBAHUA, B TOM YHUCIC KOI'OPTHBIC
HCCIICAOBaHUA

HGCpaBHI/ITeHBHI)IG HCCICO0BAHM, OITMCAHNEC KIIMHUYCCKOIro Ciry4das

HMmeeTcs muibs 000CHOBaHNWE MEXaHHU3MA I[CﬁCTBHH HJIM MHCHHUEC SKCIICPTOB

Ikana oneHKN yPOBHEH J0CTOBEPHOCTH I0KA3aTEJbCTB /ISl MPOPUIAKTHYECKHX,
Jie4eOHbIX, peaduIUTAMOHHBIX BMEIIATEIbCTB

YDOBHI/I JOCTOBCPHOCTH 10KA3ATCJIbBCTB

| Cucremarnueckuii 0630p PKU ¢ nprMeHeHneM MeTa-aHamsa




Otnenpabie PKU u cucrematnueckue o030pbl MCCIEIOBAaHUN JHO0OTO AM3aiiHa, 3a
nckioyenrnem PKH, ¢ npuMeHeHneM MeTa-aHanusa

HepaHI[OMI/ISI/IpOBaHHHC CPaBHUTCIIbHBIC HCCIICOOBaHUA, B T.4. KOI'OPTHBIC
HCCICIOBAHUA

HecpaBHuTenbHble HCCIEIOBAHUS, ONUCAHHWE KIMHUYECKOTO ciydas WM Cepuu
CJIy4aeB, UCCIIEIOBAHUS «CIY4Yail-KOHTPOJIbY

HmeeTcs nuib 00OCHOBAaHHE MEXaHH3Ma IleICTBHSI BMCIIATCIILCTBA (HOKJII/IHI/I‘-IGCKI/IG
I/ICCJIGHOBaHI/ISI) HJIM MHCHUEC SKCIICPTOB

IIkana oueHKH ypoBHeH y0eauTeIbHOCTH PeKOMEeH1aluii

YpoBHH Y0eINTEIbHOCTH PEKOMEH 1A

CunbHas pekoMeHJalus (Bce paccMaTrpuBaeMble KpUTEpHH 3((EKTUBHOCTH (MCXOJIbI)
SABJIAIIOTCA BaXHBIMH, BCC HCCIICAOBAHUA HUMCIOT BBLICOKOC HWJIM YAOBJICTBOPUTCIILHOC
METOA0JIOIMYECKOe KayecTBO, MX BBIBOJBI 10 HMHTEPECYIOIUM HCXOJaM SIBISIOTCS
COIJIACOBAaHHBIMH )

VYcnoBHas pekoMmMeHaanus (HE BCe paccMaTpuBaemble Kputepuu 3(PGEeKTHBHOCTH
(ucxonpl) SABISAIOTCA BaXXHbIMH, HE BCE HCCIEIOBAaHUS MMEIOT BBICOKOE I
YIOBIETBOPUTEIBHOE  METOJOJIOTMYECKOE  KAaueCTBO W/WIM WX  BBIBOABI IO
HMHTEPECYIOIIMM UCX0/IaM HE SIBJISIFOTCS COIJIACOBAHHBIMU)

Cnabast pexomeHmanus (OTCYTCTBHE JOKa3aTEJIbCTB HAJJIEXKaIIEero KadecTBa (Bce
paccMaTpuBaemMble KpuTepuu 3(PPEeKTHBHOCTH (MCXONBI) SBISIOTCS HEBaKHBIMHU, BCE
UCCIIC/IOBAaHUSI WMCIOT HH3KOE METOJ0JIOTHYECKOE KadeCcTBO W HX BBIBOJABI 10
WHTEPECYIOIIHN UCXO0JIaM HE SIBJISTFOTCSI COTJIACOBAHHBIMHU )
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COKpaHIeHI/IH, HCII0JIb3YEMbIE€ B IIPOTOKOJIE:

Al apTepuagbHasi TUIEPTEH3USA

AJlaT aaHuHAMHUHOTpaHc(epasza

ACaT acrmapTaraMuHoTpaHcdepasa

B1Y BUPYC UMMYHOJe(HIINTA YEeTIOBEKA

ITTII raMMarIroTAMUITPAHCIIENTHAA3a

NDA UMMYHO(EPMEHTHBIN aHAIH3

KT KOMIIBIOTEpHAst TOMOTpadus

JIII JIaKTaTJETUIporeHasa

MJC MUENOJUCIUIACTUYECKUI CHHIPOM

MIIO MUEJIONIEPOKCHIA3a

HD HaQTHIIDCTEpa3a

OAK 001Inii aHAIM3 KPOBH

AUYTB AKTHBHPOBAHHOE YACTUYHOE TPOMOOIIIIACTUHOBOE BPEMSI

I1B IPOTPOMOMHOBOE BpEMs

OMIJI OCTpBI MUENO0IACTHBIH JeHKO3

OIlJI OCTPBII ITPOMUEIIOLUTAPHBIN JIEUKO3

IILIP MoJIUMEPa3Hasl LIETTHAS PEAKIIUS

OT-IILIP NoJIMMEpa3Hast liemHas peakius ¢ 00paTHOM TPAHCKPUIITA301

CO2 CKOPOCTb OCE/IaHUSI SPUTPOLIUTOB

Y3AI yIBTpa3BYKOBas Aomuieporpadus

Y31 YJIBTPa3BYKOBOE UCCIICIOBAaHUE

®B dpaxkius BeIOpoca
orac ¢GubdporacTpoyo1eHOCKOIHS

Y/l 4acToTa AbIXaHUs

4uccC 4acTOTa CEPJICYHBIX COKpAIIEHUI

OKT AIIEKTpOKapaAnOTpadust
AMPT SIEPHO-MAarHUTHAs pe30HAHCHAS TOMOTpadus

Ara-C uTapabuH
ATRA TPETUHOUH*

FISH daroopeceHTHAs in situ ruOpUIU3aIus
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TKM TpaHCIUIAHTaL UL KOCTHOI'O MO3ra
PKU PaHIOMU3UPOBAHHOE KIIMHUYECKOE UCCIEA0BAHUE
Ida uaapyouua™®
HLA CHUCTEMA JICMKOLIMTAPHBIX AHTUT'€HOB YEJIOBEKA
KJaccuukanus — dbpaHKO-aMePUKaHCKO-OpUTaHCKAS
FAB
KJ1accu(UKaLMOHHAs cUcTeMa

1) Ilonb3oBaTesu NPOTOKOJA: Bpauu OOIIEH MPAKTUKU, TEPANEBTbI, OHKOJOIH,
reMaToJIor .

2) Kareropusi naimeHTOB: B3pOCIIbIC.

OcHnoenas wacmo

1) Benenme

OcTpblii NTpoMHETOIUTAPHBII JIeiiko3 — 0cOObIl BapuaHT OCTPOTO0 MHUEIOUIHOTO JIEHKO3a C
npeobyiajaHieM  AHOMAJbHBIX  IPOMHENIONUTOB,  XapaKTEPU3YIOIIUNUCS  TE€HETUYECKUMH
MyTalUsIMU, TPUBOJAIIMMUA K pekoMOuHanmu TeHa RARA ¢ renom PML (myrtamus

t (15; 17) (q22; q12)) wu ¢ apyrumu resamu-napraepamu (WHO, 2023).

OIUI npexncraBnseT cob0i YETKO OUEPUEHHYIO HO30JI0THYeCKYyI0 (hopMmy B pamkax OMJI
C HACTOJIbKO XapaKTePHBIMH KIMHUKO-TA0OPATOPHBIMU IMPU3HAKAMH (THIAYHAS MOP(OIOTHs
ONYXOJIEBBIX KJIETOK, TSXKEIJIbIA T€MOPPArnyeCKuii CHHAPOM, FT€MaTOMHBIN THII KPOBOTOYMBOCTH,
U30BITOYHO AaKTUBUPOBaHHBIN (ubpunonus, [IBC-cunapoMm, OOBIYHO — JEHKOMEHHS), YTO
JIMarHo3 NOpod MOKHO YCTaHOBUTb, OCHOBBIBASICh JIMIIb HA KIIMHUYECKUX MPOSBIEHUAX. Tem He
MeHee MMeHHO 3ToT BapuaHT OMJI TpeOyeT kecTkoil BepuUKaMKU JUArHO3a MOJICKYIISIPHO-
TeHETHYECKUMHU METOJIaMU. DTO 00yCIIOBJICHO TeM, uTo UMeHHO ¢ OI1JI cBsi3aHO 0JTHO M3 CaMBbIX
NPUHLUNUATIBHBIX ~ OTKPBITUM B 00JIacTH OMOJOTMH  JIEMKO30B: OOHapyxkeH (eHomeH
mubdepenurpoBku  O6macTHeix kietok OIIJl mox Bo3melcTBHEM JEpUBATOB PETUHOEBOM
KHCIIOTBI — 13-IIUC-peTUHOEBOM, MOJHOCTHIO TpaHC-peTuHOeBOW (TpetuHoMH, ATRA), 9-tuc-
perunoeBoi kucioTel. UMenHo ATRA crana nepBbIM Tak Ha3bIBAEMBIM TapreTHBIM MIPENapaToM.
[Ipumenenne ATRA peBomoLHOHHBIM 00pa3oM u3MeHm10 ucxo bl Tepanuu OITJIL.

Ortuonorus OIJI B GonpmIMHCTBE cIyyaeB HEM3BECTHA. B mocieqnue rofpl OMUCHIBACTCS
Bce Oousblie ciydaeB Bo3HMKHOBeHHs OIIJI kak BTOpUYHOro Jeiiko3a, CBS3aHHOTO C
npenmectBytomed  xumuoreparnuerd (XT) w  oOmydeHwem. bBomnbime MHOTOLIGHTPOBBIC
UCCJICIOBAHMSI CBUACTEIBCTBYIOT O TOM, 4yTO BTOpHuHbI OIIJl B OONBIIMHCTBE Clly4aeB

BO3HHMKACT HC TMO3AHCC TpEX JICT IIOCJIC 3aBCPIICHUSA XT no nmoBoAy HCPBUYHOTO
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OHKOJIOTMYECKOro 3aboiieBaHusi MHruouropamu Ttomousomepasbl Il (aHTpauMKIUHBIL, WU
MHUTOKCAHTPOH, PEXe ITOMO3MN).

Hctunnas wdacrota Bo3HuUKHOBeHMs OIIJI Heu3BecTHa, NOCKOJIBKY B PETUCTPbI
3aboneBaemoctu OILJI BHOcsaT BMecte ¢ apyrumu Bapuantamu OMJIL. Cuuraercsa, urto OIUI
BcTpeuaercss B 5-15 % Bcex cimywae OMJI. 3aboneBaHue JIuarHocTUpyeTrcs BO BCEX
BO3PACTHBIX IpyMIax, €ro 4acrora KpailHe HU3Ka y HaluMeHToB B Bo3pacte a0 10 ser. B
Bo3pacTHOM rpynme ot 0 1o 17 ner wactora OILJI cpenu Beex cinyuaes OMJI cocrasnsier 3—4 %.
B Bo3pacte ot 10 no 20 ner BepositHOCTh Bo3HUKHOBEeHUs OI1JI mocreneHHO Bo3pacTaeT, 3aTeM
HaOroaeTcs miaro 10 Bo3pacta 60 jeT, mocie Yero BeposTHOCTh BOSHUKHOBEHUS 3a00J1eBaHUS
cHmxkaercs. bonpmuHcTBO ciyyaeB OIJI auarnoctupyroT B Bo3pacte oT 20 g0 60 ner. Meaunana

Bo3pacta npu guarnoctuke OILJI cocrasnser 38 ner.

2) Omnpenenenns:

JAudpdepeHuupoBoOYHbINH CHHPOM — KU3HEYTPOXKAIOIIIECE OCJIO)KHEHHUE,
pa3BUBaIOIIEECs MPU JICYEHUU OCTPOTrO MPOMHUENOLUTAPHOTO JIEHMKO3a MOJHOCTHI0 TPAaHC-
PETHHOEBOI KHCJI0TOH (TPETMHOMH) M TPHMOKCHIOM MbIIIBAKA, KOTOPOE IUATHOCTUPYIOT
IpU HAJIMYUU HE MeHee 4 CHUMITOMOB M3 CIEAYIOLIEro CUMITOMOKOMILIEKCA: JIUXopaaKka 0e3
BBIIBJICHHOM MPUYHMHBI, HAPACTAaHHE YHUCIA JICMKOUWUTOB, PECIUPATOPHBIN JTUCTPECC-CUHAPOM,
UHOUIBTPAIUS JIETOYHOW TKAaHW Ha PEHTTeHOrpamMmax, TUIOKCEMUs, OTEeKU (TUIPOTOpaKc M
TUApOTIEpUKap/a), MpudaBKa Macchl Tella, TOYedHas HEAOCTaTOYHOCTh, apTepHalbHas
runoten3us. Llenecoobpa3no B nmuarnoctuke AuQQepeHIMPOBOYHOTO CHHAPOMA HUCIOIB30BATh
TEPMUHBI «OPTaHbI-MHUIICHW», «OPraHHbIC MOPAKEHHUS» BMECTO «ITHEBMOHHS», «TEMaTHT,
«IaHKpEeaTUuT» U T.1.

IMonHol pemuccHeil 0CTPOro NMPOMHEJIOMUTAPHOIO JIeHKO03a MPUHATO HA3bIBaTh TO
COCTOSIHME KPOBETBOPHOW TKaHH, IMPH KOTOPOM B IyHKTAaTe€ KOCTHOTO MO3Tra OOHapY)KMBAaeTCS
<5 % OnacTHBIX KJIETOK IPY HOPMAaJbHOM COOTHOIIEHHUU BCEX POCTKOB KPOBETBOPEHUS, MpU
KOIM4ecTBe HeiTpoduiaos B mnepudepuueckoin kposu >1,0 x 10%m, npu konmyecTse
tpomborToB >100 x 10°/1, npu OTCYTCTBMM 3KCTPaMENYJUISPHBIX OYaroB JIEHKEMHYECKOTO
pocTa. YKa3zaHHbIE [10Ka3aTeIH T0JKHBI COXPaHIThCS B TeUeHHe >1 mec.

Pe3uctenTHast ¢opmMa OCTPOro NPOMHUEJIONUTAPHOIO JieliKo3a MOXET ObITh
KOHCTAaTUpOBaHAa NPU OTCYTCTBUM TMOJHOW pEMUCCHM TIOCIEe 3aBepuieHus 1  Kypca
UHAYKIHOHHOU Tepanuu. [To MHeHHIO OONBITMHCTBA MEKIYHAPOIHBIX U POCCHICKUX SKCIIEPTOB,
y TMalKWEHTOB C OCTPbIM MPOMHEJOUMTAPHBIM JIEHKO30M, JI0Ka3aHHBIM MOJEKYJSPHO-

OUTOICHCTUYCCKUMU HCCIICAOBAHUSAMMU, IIPU HCIIOJIB30BAHHUU TpaHC-peTHHOGBOfI KHCJIOTBI B
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COUYETAaHUHM C XHMMHOTEpanuedl WM TPUOKCHUAOM MbIIIbika pedpakTepHbIx (OpM OCTPOro
NPOMHEJTOUMTAPHOIO JIeK03a HE CYIIECTBYET.

Pannss cMepTh — CMEPTH NALMEHTOB B IEPUO UHAYKLIMOHHON TEpAIINH.

PeuuauB ocTPOro mpoMueJONUTAPHOrO JIeliK03a KOHCTATUPYIOT IPU OOHAPYKEHUU B
MyHKTaTe KOCTHOTO MO3ra >5 % OIacTHBIX KIETOK.

MuHuMAaIbLHOH OCTATOYHOMH 00J1€3HBIO, I MUHUMAIBHON pe3uayalbHON OOJIE3HBIO,
Ha3bIBAIOT HEOOJBIIYI0 TOMYJISAIUIO OIMYyXOJEBBIX KJIETOK, KOTOpas HE MOXKET ObITh
3a()MKCUPOBaHA C IOMOIIBIO CBETOBOTO MHKPOCKONA, HO OOHapyKuBaercs 0Ooyiee TOHKUMH
METOIaMH UCCIIEI0BAHUS, BBIABIIAIONMME | IeHKeMUUecKyro KieTky Ha 10%° uccnemnyembix.

HuTtoreneruveckasi peMMCCHs1 — 3TO IOJHAs KJIMHUKO-TEMAaTOJIOTMYECKas PEMUCCHS,
npu koTopoir merogoM FISH (uccnenoBanne meromaoM (GiryopecieHTHON THOpUIM3AIIIY in Situ)
HE BBIABIIsCTCS clMBHOU reH PML-RARA.

[uToreHeTuyecKuid pemuaMB — TIOBTOpHOE TmosiBIeHue reHa PML-RARA,
onpexaenstomieecss merogoM FISH, na ¢doHe coxpanstomeiicss KIMHUKO-TeMaTOJIOTHYECKOM
PEMHUCCHUHU.

MouJiekyasipHasi peMUCCHSI — 3TO MOJHAs KJIMHUKO-TEeMAaTOJIOTUYECKasi pEMUCCUSI, TIPU
KOTOpO HE OOHApY)KMBAIOT HUCXOAHO OMNpPENSISIBIIMICS METOAOM IOJIMMEPa3HO-1IETHOM
peakuuy XuMepHbIi TpanckpunT PML-RARA npu uyBcTBUTENBHOCTH MeTOxa 1074,

MoJieky/JsIpHBIH peUMANB — TIOSBJICHUE MCXOJHO OIPEACIABIICTOCS XUMEPHOTO
Tpanckpunta PML-RARA B 1ByX MOBTOpPHBIX aHaiu3ax (MPOBEIEHHBIX C KOPOTKUM
uHTepBajIoM BpeMeHH — 7—10 mHeil) Ha QoHe coXpaHSIOLIEHCS KIMHUKO-TeMAaTOJIOTHYeCKOi
PEMUCCHUHU.

TpancmyianTanusi reMONOdTHYECKHUX CTBOJIOBBIX KJETOK — I0J 3THM TEPMHUHOM
00BEIMHEHbl TPAHCIUIAHTALUSI TEMOITOATHYECKUX CTBOJIOBBIX KJIETOK KOCTHOTO MO3Ta,
nepudepudecKkoii, MynmoBUHHON (IIalleHTapHON ) KPOBH.

O0mas BbIKHBAEeMOCTb. JlJis €€ OLIGHKM aHaJIU3UPYIOT BPEMEHHbIE MapaMeTpbl BCEX
MaLMEHTOB, BKJIIOUEHHBIX B UCCIEN0BaHNE. AHAIN3 OCYLIECTBIAIOT MeToaoM Kannana—Maiiepa.
Toukoli oTcuera sBisIeTCs JCHb Havana Ttepamuu. COOBITHEM CYHTAETCS TOJIBKO CMEPTh
MAIMEHTOB OT JIFOOON MPHUUYMHBI (paHHSS JETaTbHOCTh, CMEPTh B MEPHOJ] PEMUCCUU OT JII0OOM
MPUYUHBL, CMEPThH B MIEPHUOJ] PEIIUIHBA).

Be3peunuauBHasi BbIKUBaeMOCThb. [Ipu ee aHanm3e y4MTHIBAIOT JAaHHBIE TOJBKO TEX
MAIUCHTOB, Y KOTOPHIX ObLjIa JIOCTUTHYTA ITOJIHAS PEMUCCHS. AHAIN3 OCYIIECTBISIOT METOJIOM
Kamnana—Maiiepa. Toukoil oTcyera cuuTaeTcs JAara JOCTHXKEHHS IIOJHOM PEMHUCCHUHU.

CoOOBITUSAMHU CUHTAIOTCS peunuauB U CMCPTh OT JI000I IMPHUYNHBI (B nepruoa KOHCOJIMAAlu UIn
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NONJEPKUBAIOLETO JIEUYEHUS, OT peuuauBa, B IEPUOJ PEMUCCUU OT JAPYrol NPUYHUHBI,
HalpuMep CyHIHJIA).

BepositHOCTH coXpaHeHuUsI IOJTHON peMuccHH (00paTHOe OT BEPOATHOCTH Pa3BUTHS
peunauBa). IIpu oneHKe BEpOATHOCTH COXPAHEHMS IOJHOM PEMUCCHUN YUWUTBHIBAIOTCS JIaHHBIC
TOJIBKO O T€X NAIUEHTaX, Y KOTOPBIX JOCTUTHYTa IOJHAs pEMHUCCHs. AHAIU3 OCYIECTBISIOT
meronoMm Kamana—Maiiepa. IIpu 3TOM TOUKOH OTCUeTa CIYXKUT Aara JOCTHIKEHUS ITOJHON
pemuccuu. COOBITHEM CUUTAETCS TOJBKO PEIMIUB 3a00JIeBaHUS, CMEPTh IPU MOTHONH PEMHUCCHH
CUMTAETCSl LIEH3YpHUpOBaHUEM. Takke LEH3YpUpPYIOT BCEX IalMEHTOB, KTO HUB IPU IOJHOMN
PEMHUCCHH B MOMEHT IIPOBEICHUS aHAJIN3A.

BeccoObiTHiiHAS BBIKHBAEMOCTb. OTOT I[I0Ka3aTelb OLEHUBACT BCE COOBITHS
(HenIOoCTHKEHHUE MOJTHONM PEMUCCUU NOCE UHAYKIMOHHOIO 3Tara, CMEPTh B UHIYKIUH, CMEPTh
IpU TIOJIHOW PEMHCCHHU, CMEPTh OT JIIOOBIX APYrHX MPHUYWH, PEHUANB 3a00JIEBaHUS) Y BCEX
NALMEHTOB, BKJIIOYEHHBIX B aHAJIU3, C MOMEHTA HayaJla TEPAINH.

Nupaykuusi peMHCCHHM — IEPUOJ HAYaJIbHOIO JICYEHMS, LEJIBI0 KOTOPOrO SBISIOTCS
MaKCHUMaJbHO OBICTpOE M CYIIECTBEHHOE YMEHBIIEHHE OITyXOJIEBOW MacChl W JIOCTHKCHUE
nojHOM pemuccuu (00braHO 1-2 Kypca). MIMeHHO B 3TOT mepuoa Ha (oHE NPUMEHEHUS
LIUTOCTaTUYECKUX CPEACTB KOJIMYECTBO JICMKEMUUYECKUX KJIETOK B KOCTHOM MO3I€ YMEHBIIACTCS
npuMmepHo B 100 pa3, T. €. B MOMEHT KOHCTAaTalluW IIOJHOM PEMHUCCUU B KOCTHOM MO3re
MOp(OTIOTHUECKHU onpeaenseTcs <5 % OmyXoJIeBbIX KIETOK.

Konconmupanusi pemuccum — BTOpOH 3Tam Tepanud OCTPOro NMPOMHETOLUTAPHOIO
JIel K032, SIBJIETCS IEPUOI0M 3aKPEIUIEHHUS IOCTUTHYTOI'O IPOTUBOOITYX0JIEBOI0 A deKTa.

IIporuBopennanBHOE W NOAJAepPKUBaloIIee JICYeHHe. [Iponomxenue
[IUTOCTATUYECKOTO BO3JICHCTBUS B TEUEHHE IBYX JIET OT OKOHYAHUS MHIYKIIUH/KOHCOIUIAIINH.
[lonsTHs MOAAEPKUBAIOLIETO JIEYEHHS] HE CYLIECTBYET B IPOrpaMMax JIEUYEHHUS NEPBHYHBIX
OO0JIbHBIX OCTPBHIM MPOMHEJIOUMTAPHBIM JICHKO30M TPHOKCHIOM MBIIIBSKA.

IIpodunakTuka uam — npu HEOOXOJUMOCTH — JiedeHHe HelposeiikeMHMH SBIISETCS
OPUHLMINAIBHBIM 3TAallOM MpPU JIEYEHUH [AlUEHTOB C OCTPHIM IPOMHEJIOUHMTAPHBIM
JIEIKO30M M3 TpYNIbl BBICOKOTO pHUCKAa. OTOT JTall paclpeaensercss Ha BCE MEpHOAb

MMPpOrpaMMHOTI0O JICUCHU — HHAYKIIUKO PEMUCCUU, KOHCOJIUAAIIUIO U TOAACPKUBAIOLIICEC JICUCHUC.

OcTpslil IPOMHETOUUTAPHBIN JIEHK03 — BAPUAHT OCTPOrO0 MUEIOUAHOIO JIEHKO3a,
KOTOPBIA XapaKTepU3yeTcss aHOMAJbHBIM HAKOIUICHHEM OJHOTO W3 BHUIOB MHEJIOMIHBIX
KJIETOK — TIPOMHENIONUTOB. B CcBOO ouepenb, MNPOMUETONUTHI — 3TO KIETKHU-
MPEUIECTBEHHUKN TPaHyJIOIMUTOB, BO3HHUKAIOUIME HA OJHOW M3 CTaAUld HMX CO3pEBaHUS
(MuenoOnacTel — MPOMHENONUTHl — MUETOUUTHl — IPaHylonuThl). OCHOBHBIM KpUTEpUEM

OIUI siBnsercss Hammuue >20% aTUMHYHBIX MPOMHUENONUTOB/OIACTOB B KOCTHOM MO3T€ B
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3.
4.

COYCTaHNN C XPOMOCOMHBIMH TpPAHCIOKaIUsAMH, 3aTpariBarOliUMU I'CH aﬂb(ba peuciTopa

petuHoeBoit kucnotel (RAR), pacnonoxxennoro Ha 17 xpomocome.

3) Kaacendukanus:

Knaccudunxanus BecemupHoii opranuzanuu 3apaBooxpanenus, 2008 [2]:
OcTpbliit MHEJIOUTHBIH JIEHKO03 €O CTAOMJIBbHO BbISIBJISIEMbIMU TPAHCJIOKAIUSAMH
OMJI ¢ Ttpancnokamment t(15;17)(q22;q12); PML-RARA
OMII ¢ tpancnokanueit t(11;17)(q23;q12); ZBTB16-RARA
OMUJI ¢ tpancnokanueit t(11;17)(q13;q12); NUMAI-RARA
OMIJI ¢ Ttpancnokamueit t(5;17)(q35;q12); NPMI-RARA
OMUJI ¢ Tpancnokanueii der(17); STAT5SB-RARA

®enorunnyeckas xapakrepucruka M3 (Jennings, Foon, 1997)

IHoaTun
Haubonee pacnpocTpaneHHsblil HeHOTHIT OcobennocTn
OMJI
st Os1acToB XapaKTepHbI
MPO+, HLA-DR-, CDI3+, CD33+,
BBICOKME 3HAueHUs OOKOBOTO
M3 CD34-/+, CDI117-/+, CDI15+, CD2-/+,
cBeropaccesHus (kpome (HopMbI
CD65+
CD2+HLA-DR-)

I'pynnel pucka
- TpyIINa HU3KOTO pUCKa: JedKouuTsl <10 % 10%/1;

- IpyIIa BEICOKOTO pUCKa: JeHKommThl >10 % 10%/11.

Memoowt, nooxo0wt u npoyedyput ouacHocmuxu: https://www.nccn.org/guidelines/

Juarnocrtuyeckue KpuTepuu
OIJl ycranaBiIMBalOT HE3aBUCUMO OT MPOLIEHTHOTO COACpX aHUS OJACTHBIX KJIETOK B

MyHKTaT€ KOCTHOro Mo3ra wiu B nepudepuueckoit kpou (IIK) mnpu Hanmuum
naTorHoMoHu4Hoi 1151 OILJI xpomocomHuoit anomaymu t(15;17) (q12; q11-12) PML/RARG.

Kamnod6pt Ha  cmabocTh, TOTIMBOCTB,  YTOMJIIEMOCTb,  cyOdeOpunmrer,
no3Ha0ivBaHue, 00JM B KOCTSAX WJIM CyCTaBaX, CHM)KEHHE MAcChl Telld, TeMOpparuvecKue
BBICHITIAHUS B BUJE METEXUN U IKXUMO30B Ha KOXKE, SIMUCTAKCUC, MEHOPPAruu, MOBBIIIICHHAS
KPOBOTOYHBOCTb.

B anamHe3e ciiefyeT oOpaTUTh BHUMaHUE HA JITUTEILHO COXPAHSIONIYIOCS C1a00CTh,

OBICTpYIO  YTOMJISIEMOCTh,  4YacTble  MH(MEKIMOHHBIC  3a00JICBaHUS,  IOBBIIICHHYIO
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KPOBOTOYHMBOCTh, TMOSIBICHHE T'€MOPPArd4YeCKUX BBICHIIAHMA HA KOXKE M  CIM3HCTBHIX
000JI0YKaX.

duzukaJbHOe 00c/Ie10BaHUE:

o PexoMenayercss BceM TMamyeHTaM NPOBOIUTH (H3HKaibHOE 0OO0CIenoBaHue,
BKJTIOYAIOIIEe M3MEPEHHE POCTa M MACCHI TeJla, TEMIIEPATyPhl Tea, OLIEHKY COCTOSHHS KOKHBIX
MIOKPOBOB, KOCTHO-CYCTaBHOM CHCTEMBI, BBISBICHUE MPHU3HAKOB IeMOPPArudeckoro CUHAPOMA,
HAJIMYHME TENaTOCIUICHOMETAINY, JTUM(aJICHONATHH, HAINIHE MTPU3HAKOB TUCPYHKIUU CEp/la,
JIETKUX, TICYEHH, OPTaHOB SHIOKPHUHHOM, HEPBHOM CUCTEMBI JUIi BepuduKanuu quarnosa. [1-3,5].
Yposenv yoeoumenvnocmu pexomenoayuu—C (yposeHb 0ocmosepnocmu 00KaA3amenbcms —3)

Jlannbie GU3UKAIBHOTO OCMOTpA!

J 0J1eTHOCTh KOKHBIX IOKPOBOB;

J reMOpparun4ecKre BBICHIIAHNS — IETEXUH, SKXHUMO3bI Pa3IMUHBIX JIOKATTH3AIINHT;
J OJIBIIIIKA;

o TaXUKapIHsL;

o yBEJIMYCHHUE TICYCHH;

J YBEITMUYCHUE CETIC3EHKH.

JlaGopaTopHbIe Hcc/ieI0BAHMS:

Y 80 % mnauueHtoB Manudectanus 3a00JeBaHUS XapaKTepU3yeTcs JeHKOIeHuei
(MenuaHa 4Kcia jeikouuTos coctasiser 1,8 x 10%n). Ecau y manuenta B MOMEHT JAMArHOCTHKU
OJI onpenensiercs neiikonenns <1 x 10°/1, 0c0GEHHO B cOUeTaHUH ¢ THIIOYUOPUHOTEHEMHEN, TO €
00JIBILION JI0JIE BEPOATHOCTH MOXKHO IpeAronarath npomuenounTapuelii Bapuant OMJI. V 15-
20 % mnauueHTOB B JeOOTE OOJE3HM BBIABIAETCH Jehkouuro3 (Memumana 83 x 10%m) ¢
YBEIMYEHUEM YUCIa JERKOIUTOB 110 >150 % 10%/11. V noxassroniero yucina nanuenTos (80-90 %)
OTIPEJICNIACTCS aHEeMHUs, MPUYEM Yy TOJOBHHBI M3 HUX KOHIIEHTpAIMs TreMOrjo0MHA COCTaBIISET
<100 r/n. V 75 % nauMeHToB CcoOAEpXKaHHE TPOMOOIMTOB CHuKaercs o <50 x 10%/m.
JlaGopaTopHble MpHU3HAKK JUCCEMUHUPOBAHHOTO BHYyTpucocynuctoro ceptbiBanus ([IBC) u

ucrorieHHoro ¢pudpuHon3a onpeaenstores y 80-90% manueHTos. [4].

B OonpmmHCTBE CiiyyaeB AMAarHO3 MOXKET OBbITh 3aMoA03peH MpH MOP(HOIOTHYecKoit
OIICHKE JIEHKEeMUYECKUX KIJIETOK. [[Jisi 3TOro HeoOX0IMMO MOJyYUTh ITUTOJOTHYECKHUI IMpenapat
koctHOro mMo3ra (KM) myrem mynkuuu. bractaeie kietku mipu OIJ] y 6onpiMHCTBa MAIIMEHTOB
IpPEeX/Ie BCEro XapaKTePU3YIOTCS 3HAYUTENbHBIM SIIEPHBIM MHOIUMOPPHU3MOM M  HAITUYHUEM

KPYHHOIl  (HOIeTOBO-Oypoil 3€pHUCTOCTH, TyCTO 3aloJIHAMOIIEH IUTOIIa3My, OOJBIINM
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KOJIMYECTBOM Majiouek Ayapa (kinaccuueckuid runeprpanyispubiii Bapuant OIUI) [6]. V 15-20 %
MAIMEeHTOB B IUTOIUIA3ME OITyXOJIEBBIX KJIETOK OOHAPYKUBACTCS JIUIIH HECKOJILKO MEITKUX IPaHy
WIM OHM HE BBIBISIOTCS BOBCE, MPU O3TOM BCE OCTaJbHBbIC TMPU3HAKK (KIMHHYECKHE,
nurtoxumudeckue, unurorenerudeckue) OIJl  npucyrcrByror. Krnaccuueckum —Mpu3HakKoM
omyxoJjeBbiXx kietok OIIJl sBnseTrcs o4eHb BbIpaK€HHAs LMTOXMMHMYECKas peakius Ha
muenonepokcuaazy (MPO), nunuael, KoTopasi BBIBISETCS C MOMOUIBIO CYJIaHOBOTO YEPHOTO

(SBB), u Ha xyopanieraracrepasy.

e PexoMeHnayeTcs BceM MalueHTaM /10 Havana u Bo Bpems jeueHust OIJI Beimonnenue
odmero ananmu3a IIK (o0mmii (KIMHUYECKHIT) aHAIN3 KPOBU Pa3BepPHYTHIH) C M0ACYETOM
JeUKOIMTApHOH (OPMYNIBI U OINpPENEeNICHHEM YHCIAa PETUKYJIOUUTOB W TPOMOOLUTOB JUIS
Bepu(UKAIMY JUArHO3a, KOHTPOJIS 32 JICYCHUEM M BBIPAOOTKHM TAKTUKU BEICHHS IMaleHTa. |[1-
3,5].

Yposenwv yoeoumenvnocmu pexomenoayuu — C (ypogenb 0ocmosepnocmu 0oKazamenbcms — 3)

KommenTapun: obumii anamu3 [1K (0coOeHHO YnCIio JISHKOIMTOB U TPOMOOIIUTOB) BBITIOIHSACTCS

exenqHeBHO B mepBble AHu  Tepanuun ATRA**  nansg  oneHkum puicka BO3HHUKHOBEHUS
muddepenipoBoynoro curapoma ([AC) (mpu ObICTpOM YBETHMYEHUHM YHUCIA JIEMKOIUTOB
nenecoodpazHo Havyate npodmmaktuky JC, maxe ecnu He OBUIO MCXOAHOTO JIEHKONMTO3a;
YpOBEHb TPOMOOIMTOB HE JOJbKeH ObiTh <30 X 10°/1, neneBoii yposens >50 x 10%1), 3atem -
yepes JIeHb-/1Ba 10 KOHCTaTaluu pemuccuu. Pa3sBepuyras ¢popmyina - 2 pa3za B HEJIEIIO.

e Pexomenayercs a0 nHauana jeuenus OIUJl mns Bepudukanuum guarHoza BCeM
MaIMeHTaM BBHIMOJIHUTH HUTOJOTHYECKOe M IUTOXMMHYECKOe MCCJIeJOBAHUS OIYyX0JeBbIX
KJIeTok B myHkTate KM, u BceM OOJIBHBIM TTOCIIe OKOHYAHHSI TIPOTPAMMBI HHTYKITHH PEMHUCCHH,
B X0JI¢ KOHCOJIMAAIUH U TIOAJCP>KUBAIOIICH TEPANK BBITOJHATH KOHTPOJIBHOE ITUTOJIOTHUECKOE
uccnenoBanue acruparta KM, olleHKy OTBETa Ha JICYEHHE, OLIEHKY COCTOSIHUSI KOCTHOMO3TOBOT'O
KpPOBETBOPEHUS U JUArHOCTUKY peuuausa. [1-3,5].

Yposenw yoeoumenvnocmu pexomenoayuu - C (ypogenb 00cmogepHocmu 00Ka3amenbCcmes — 3).

Kommentapun: y mamuentoB ¢ OILI mocne xypca XT HaOmomaeTcst 1Be BOJIHBI BBIXOJA M3

arpanysonuro3a. llepByro KoHTpoibHyro mnyHkuuo KM cinegyeT BBINONHATH HE paHee
3aBEpLIEHUs] BTOPOIl BOJIHBI BbIX0/a, B cpeaHeM Ha 30-ii neHp nocne 3aBepuieHusi kypca XT.
Bbonee pannuit ananu3 nynkrata KM MoXeT pUBeCTH K JIOKHOMY MO/ICUETY IPOLIEHTA OJACTHBIX
KJIETOK — MPOAOIDKAIMUX AU (HEPEHIIMPOBATHCS OIMYXOJIEBBIX KIETOK, KOTOphIe uepe3 7-10 nueit
nonHocThlo ucyesHyT u3 KM. Takum oOpasom, mnepBas KOHTpoibHas myHkuus KM
ocylecTBisercs B cpeqHeM Ha 30-it geHb nocine nocienHero BBeAeHus Unapyoununa™* (To ecth
Ha 36-40-if 1eHb OT Hayaja Kypca) Wi MPH OKOHYaTeTbHOM BOcCTaHOBJIeHHU TMokazareneid [1K.
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VY manueHToB, MHAYKIIMOHHOE JiedeHHe KOTOpbIM BHIMONHAIOT ATO B couerannu ¢ ATRA**,
OIKCaHHAas BBINIE 3aKOHOMEPHOCTh OTCyTCcTBYeT. [lpum mpumenenun ATO y Oomnpiioro ymcna
NAIMEHTOB B TEUEHHE IMEPBHIX 2 HENENb Tepaliyi OTMEYACTCs MOCTEIIEHHOE YBEIHMYCHUE YHCIIa
neiikoruroB B IIK (yeiikoruro3 Moxker pocturate 150-180 x 10%/), uro mpu OTCYTCTBUH
KJIMHUYECKUX MPU3HAKOB JIMCTPECC-CHHApPOMAa Tepanuu He TpeOyer. B psjme ciyuaeB npu
JICUKOIIMTO3€ MOXKET HAOJIOIaThCSI OCCAIITUYCCKUI CUHIIPOM, TPEOYIOMHiA 00e300I1MBaHUSI.

o Pexomenayercs Bcem mamumeHtam A0 Havana JedeHus  OIUUl  BoImonHHTH
HMMYHO()EHOTUNIHYECKOE HMCC/IeIOBAaHHe ONMYXO0JIeBbIX KJeToK B myHkratre KM s
MoBbIIIeHUS TouHOCTH auarnoctuku OIJI [1-3,5,7].

Yposenv yoeoumenvnocmu pexomenoayuu — C (yposenv docmogepHocmu 0okazamenibcms — 5)

KoMmeHTapuu: I/IMMyHO(i)eHOTI/IHI/IpOBaHI/IC C HCIIOJIB30BaHHCM MHOFOHBGTHOﬁ HpOTO‘lHOﬁ

UTOMETPUHU MOXKET MOBBICUTH TOYHOCTH MOpdorornueckux uccinenoBanuii OIJI, Ho He aBiseTCs
KJIFOUEBBIM MeToJioM nuarHocTukd. Kak mpasuino, PML/RARA-nonoxutensHble OacTHBIC
KJIETKH HMEIOT HMMYHO(DEHOTHII, aHAJOTMYHBIA HOpMalbHBIM mpomuenouutam (CD34—/+
rereporennsiii, CD117—/+ dim, HLADR—/+ dim, CD13+/++, CD11b-). Tem He MeHee B OTIM4He
OT HOpMaJIbHBIX MpomuenonuToB PML/RARA-monoXuTenbHbIE TPOMHUETIONUTH UMEIOT KpaifHe
Hu3kuii  yposeab CD15 (CDI15—/+ dim Bmecto CDI15+++). bnactHele KIETKH TIpH
runorpanyisipHon (BapuantHoi) ¢opme OIJI (M3V) uacto koskcmpeccupyroT T-nuHelHbIe
Mapkepsbl, Takue kak CD2, coBMecTHO ¢ MuenouaHbIMU MapkepaMu, TakuMu kak CD13 u CD33.

e Pexomenayercsi BceM mnarpieHTam a0 Hadana gedeHus OILJI u mo mokazanusiMm — Ha J1r060M
JTane BO BPEMS/TIOCIE JICYEHHUS BHITIOJIHUTH HUTOreHeTHYEeCKOe HCC/ie0BaHue (KapuOTHII), a
TaKXe Ui MOIy4eHHUs: ObICTPOro OTBETa O HAIWYMM XUMepHoro reHa PMLRARA — onpenenenue
skcripeccun pML-RAR-a  (komu4ecTBEHHOE), MOJIEKYJISIPHO-TeHeTHYeCKOe HCC/IeJ0BaHne
myTtauuii B rene PML-RARA meronom NP nns Bepudukanuy auarHo3a U BBINOJHEHUS B
JalbHeiIeM MOHUTOPUHTa MUHIUMAaJIBbHOM ocTatouHoit 6o1e3nu (MOB) [1-3,5].

Yposenw yoeoumenvnocmu pexomenoayuu—C (yposenvb docmoseprocmu — 35)

Kommenrapuu: Bce cityyaun OINJI, ycTaHOBiI€HHOro MOPQOIOrHYECKUMH M LUTOXUMUYECKUMU

METOJIaMH HCCJIeIOBaHUs, JODKHBI ObITh moarBepkaeHbl metogoM [IIP mam FISH B mMomeHT
YCTaHOBJIEHUsI IMarHo3a, Tak kKak B 5-10 % cimydaeB mpu oTcyTcTBUM Kiaccuueckoil t (15; 17)
obHapyxuBaercs Tpanckpunt PML-RARA.

Jnst nmuarnoctuku Ol kpaitHe HEOOXOAMMBIM SIBIISIETCS OBICTPOE ITUTOTEHETHUYECKOE
noATBepxkaAeHue nauarHosza. Ilockonbky 3((EeKTUBHOCT TapreTHOro JIEYEHUS Ha OCHOBE
PETUHOMIOB W/WJIM TIPOU3BOJHBIX MBIIIbSIKA CTPOrO 3aBUCUT OT HAJIU4YUSl XUMEPHOIO IeHa
PML/RARA, reHeTn4eckue MoaTBEP)KICHAE THArHO3a SBISETCS 0053aTeTbHBIM BO BCEX CITyJasiX.

B 1977 r. J.D. Rowley u coaBT. OBUIO JOKa3aHO, YTO MPAKTHYECKH BO Bcex ciydasx OILJI
18



obnapyxusaercs t (15; 17) (q22; ql2-21) [8]. B pesynbprare 3TOH TpaHCIOKAIMH T'eH
npomuenouutapHoro neiikosa (PML-renH), pacnonoxxeHHslii Ha XpomocoMe 15, mepeHocurcs: Ha
JUITMHHOE TUIEY0 XPOMOCOMBI 17 B 007acTh, Tlle HaXOAWUTCS T'eH ab(a-pernentTopa peTHHOEBOU
KHACIOTBl (3Ty TPaHCIOKALIMIO OTHOCST K TPYIIE PELUIPOKHbIX, COaTaHCUPOBAHHBIX, YTO
O3HAUaeT, YTO F'eHETUYECKUI MaTepuall He yTpayuBaeTCs U MepelaeTcs ¢ OJHOW XPOMOCOMBI Ha
npyrywo. B pesynbrare t (15; 17) mosiBasiercss 2 cnuBHBIX aHOManbHbIX reHa: PML/RARa Ha
nepuBare xpomocomsl 15 1 RARo/PML na nepuBate xpomocomsr 17.

I'eneTnueckoe MOATBEPKIECHUE AMATHO3a JIOJDKHO BBIIOJIHATHCSA, €CIM BO3MOXHO, Ha
OnacTHBIX KJeTkax, nomyueHHbIXx u3 KM. Unentudukanus OIUI-cniennpuyeckux reHeTH4ecKux
MOJIOMOK B OJIACTHBIX KJIETKAaX OCYIIECTBISIETCS Ha ypoBHe aHanuza xpomocom, /IHK, PHK u
XHUMEPHOT0 OeJIKa C MCIIOJIb30BaHUEM CTaHIAPTHOTO KAPUOTUITUPOBAHHUS, (TYOPECIIEHTHOH in situ
rudpuamsanun (FISH), momumepasno-tienHoit peakiuu ¢ oOpatHoi Tpanckpuntazoit (OTIILIP)
wii anTu-PML MoHOKIOHanbHbIX aHTUTeNn. COOTBETCTBEHHO, KAXKABI M3 METOJIOB UMEET CBOU

npeumMyimecTsa U HEJOCTAaTKHU.

KapuotunupoBanne Ha G OKpameHHBIX MeTadaszax, MOTy4eHHBIX H3 00pasuoB KM,
BBITIONIHSETCS. OOBIYHBIMU METOJaMu Ha mpsimoil 24- u 48-uacoBoil KynbType. Hecmorps Ha
BBICOKYIO CHEIM(PUYHOCTh, ITUTOI€HETHYECKUI aHamu3 [O0por, OTHUMAEeT MHOTO BPEMEHH,
HyXkJaercs B Meragazax xopouero kadectBa (morepu a0 20 %) u 1O ONpeleseHHI0 He B
COCTOSIHUM OOHapyXuTh ciydan, korma PML/RARA sBisieTcss pe3yinbTaToM, TaK Ha3bIBAEMOM
KPUITOT€HHON MEPECTPOUKH (JI0KHO, OTPULIATENIbHBINA PE3YJIbTaT).

OTOT METO/1 N03BOJISIET 0OHAPYKHUBAThH JONOJIHUTEIbHBIE XPOMOCOMHBIE IIEPECTPOMKH, HO
OHM HE HMMEIOT CYIECTBEHHOIro IporHocrudeckoro sHadeHus npu OINJL I{utorenernueckuit
aHaJM3 MOXeET ObITh moJie3eH B Tex ciydasx OINJ, korna cuHtes xumepHoro 6einka PML/RARA
He ocymectBisiercs. CraHmapTHas HUTOTEHETHKA TaKKEe MOMKET CIOCOOCTBOBATH BBISBICHUIO
penkux BapuantoB OILJI B Tom uncne c t (11; 17) (q23; q21),t (11; 17) (q13; q21) u t (5; 17) (q35;
g21), npuBoAAIMX K CHHTE3y XUMepHbIX NMpoayktoB PLZF-RARA, NuMA RARA u NPMI1-
RARA cooTBETCTBEHHO, a TaKKe JpyruM, OINKCAaHHBIM coBceM HeaaBHo. FISH-anamu3 Ha
PML/RAR0 BBITIONHSIETCSI C HMCIIONB30BaHUEM (DIIyOPECHEHTHBIX 30HIOB. XOTSI B HEKOTOPBIX
ciaydasx oOpasusl [IK mpurognel 1is uccrnenoBaHusi (B 4acTHOCTH, KOTJla HAa MOMEHT
YCTAHOBJIEHUsI JMarHoza umeercs rumnepneiikountos), FISH-ananu3 iyumie BBINOAHATH Ha
obpasuax KM. Dtor Merox BbicokocnenupuueH, o01agaeT A0CTaTOYHOW YyBCTBUTEIBHOCTHIO,
HAMHOTO JICIIIEBJIE U MEHEE TPYJ0eMOK, ueM kapuotunupoBanue. Oanako FISH ne naet nHukakoi
uHpopmarmu 06 m3opopme xumepHoro Tpanckpunrta PML/RARA, kotopslii HeoOXomum st

OCYIICCTBJICHUA MOJICKYJIIPHOI'O MOHUTOPUHIA MOB.
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Tem ne menee FISH mMoxeT ObITH MOJIe3€H B IMArHOCTHKE MpeanonaraeMeix ciyyaes OILJI,
IpU KOTOPBIX HE BbIsABIsAETCS XxuMepHbIl TpaHckpunT PML-RARA. Tak, FISH uccnenoBanue
MOJXXET BBISIBUTH peapaH:kKUpoBKY TreHa RARA, KOTOpbIN MOXET ObITh MapTHEPOM APYroro — He

PML-rena.

B ximHuKax, B KOTOPBIX HET BO3MO>KHOCTH BBIMOJIHUTH [IUTOTEHETUYECKOE UCCIIEI0BAHHE,
JMarHo3 JOoJbKeH ObITh MoATBepkIeH B pedeperc-nadoparopun. O6pasusl KM mmu 1K gomkHbI

OBITH JIOCTaBJICHBI B Ta0OPATOPHIO /10 HaYajIa TeParvy.

OT-IILIP-ananmu3 PML-RARA mnpoBomst ma PHK, Beimenennoir u3 xierok KM, xorts
XUMEpPHBI TPAHCKPHUNT, KakK IMpaBwio, Jierko ompenensercas u B IIK pmaxe B cioyuasx ¢
neiikonenueit. OT-I1L[P-ananu3 n1st BeIsiBiIeHUs: XuMepHoro npoaykra PML-RARA Obit coznan u
CTaH/JAPTU30BaH B paMkax MexayHapoaHod koonepauuud. OT-IIHP sBasercs «30510TbIM
CTaHaapTomM» I ToarBepkaeHus guarnoza OIJL. BaxnHo, 4YT0 NOMHMO BBICOKOM
cnenu(GUIHOCTH W YYBCTBUTEILHOCTH OH OIPEACISICT PACIOIOKEHHE TOYKH paspeiBa PML,
YCTaHABIIMBAasE TEM CaMbIM Mapkep s cieayromero monuropunra MOB. Opnako Manoe
KOJIMYESCTBO PHK (u, KaK CIIeICTBHE, JIOKHOOTPHUIATEIbHBIN pe3ymbTar),
KOHTaMUHAIWs/apTeakThl  (JIOKHOIOJOKHUTEIBHBIA  pe3ysbTar), a TaKkKe OTHOCHTEIHHO
JUINTENIbHBIA MEPUOJ MOATOTOBKU NpoO (0OKOJO 2 JHEH) SIBISIOTCS OCHOBHBIMU HEIOCTaTKaMU
aTtoro Meroaa. Kpome Toro, oueHs jkeaaTelIbHO, YTOOBI JCTEKIIUI0O XMMEPHBIX TPAHCKPUIITOB U
MOHUTOPUHT 00pa3llioB MPOBOAWIN B pedepeHc-1abopaTopusix C XOpouio OO0yYEHHBIM
nepcoHanoM u 6oJpmuM onbiToM. Onpenenerne monekysipaoro Bapuanta OIUJI (PML-RARA,
PLZF-RARA, NuMA-RARA, NPM-RARA wu xp.) MoxeT noacka3zaTb, 4YyBCTBUTEJIbHBI JIU
ormyxoJieBble KieTku K BosneiictBuio ATRA** u mpiubska. Bapuanter OIUI ¢ PLZF-RARA

OHKOI'CHOM IIJIOXO OTBCYAIOT Ha TCPAIIUIO pCTUHOUIaMU.

e Pexomenayercsi BceM manueHTam A0 Hauana sedenus OIUI (c menbio yTouHeHUs
BapuaHTa MyTauud) u Bo BpeMms JjedeHus OIUI (ans Bemonnenuss monutopunra MOB)
MIPOBEJICHUE MOJIEKYJISIPHOTO UCC/Ie0BaHusl TPaHCKPUNTOB rena PML-RARa ber-1, ber-2 n

ber-3 B KM [9,10].

Yposenwv yoeoumenvnocmu pexomenoayuu—C (yposenvb 0ocmosepHocmu 0okazamenbecms — 4)

KoMMmeHTapum: B KIIMHHUKAX, B KOTOPBIX HET BO3MOKHOCTH BbIIIOJHUTE MOJICKYJISIPHOC

UCCIIeIOBaHKUE, IMarHo3 JOJKEH ObITh MOATBEpKIEH B pedepeHc-nadopatopun. O6pasusl KM

i 1K 10omKHBI OBITH TOCTAaBICHBI B JTAOOPATOPHIO /10 Havyaja Tepanuy. BapuaHThl TpaHCKpUIITA

PML/RARa (berl, ber2, ber3) u skcnpeccust Tpanckpunta RARa-PML ciyxar mapkepamut [uist
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monutopurra MObB mipu OII ¢ t (15; 17), HO He ompeneNnaoT TPOrHo3 3a00JIeBaHUS.

e Pexomenayercs BceM manyeHTaM 70 Hadajia U Bo BpeMs jeueHust OIUI B xozne Tepanumn
MPOBE/ICHUE aHalN3a OMOXUMHYECKOro aHa/IM3a KpoBH (00Imuii Oenok, anb0yMUH, MOYEBHHA,
KpeaTWHUH, Kalud, HaTpuil, KaJbLMH, JaKTaTAeruaporeHasa, uienouyHas ¢ocdarasa,
aTaHuHAMHHOTpaHcdepasza, acrnapraTaMHHOTpaHcdepasa, OWIMpyOMH OOIMK, CBOOOTHBIA U
CBSI3aHHBIA) JUId JAMArHOCTHKH COIYTCTBYIOLIEH NaToyIoruu (3a0ojeBaHUN) W OIpeesICHUs

TaKTUKH COITPOBOJIUTENLHOM Tepanuu [ 1-3,5].

Yposenv yoeoumenvnocmu pexomenoayuu — C (yposenv docmogepHocmu 0okazamenibcms — 5)

KomMeHTapuu: TOMOJHUTENFHO TMPH HAJIWYMM TOKa3aHWKW Ha JIOOOM 3Tare IUarHOCTHKH H
neuenust OILUI moryTt ucciienoBaThCsl Ipyrue Moka3aTeld KpPOBU: ONpeseieHHe H30(EepMEHTOB
nienoyHor (ocdarassl B KpOBU, MAHKPEATUUECKON aMuMIa3bl B KPOBU, COOTHOIICHHUSI OEIKOBBIX
dpakuuii MeTo10M 31eKTpodopesa, xKeleza CHIBOPOTKU KPOBH, TpaHCc(heppruHa CHIBOPOTKH KPOBH,
YPOBHSI IMMYHOTJIOOYJIMHOB B KPOBH, YPOBHSI DPUTPONOITHHA KPOBH, YPOBHS MaparipOTEHHOB B
KpPOBH, YPOBHSI KaJIbLINTOHWHA B KPOBH, TPONOHUHOB I, T B KpOBH, NPOKAJbIUTOHNHA B KPOBH,
¢donmeBoil KUCIOTHI B CBIBOPOTKE KPOBU (DOIUEBOM KHUCIOTHI B DPUTPOIMTAX, HCCIEAOBAHHUE

byHKIIMHU HEPPOHOB MO KIUPEHCY KpeaTuHHHA (mpoba Pebepra), TecTsl TyOysipHOM peabcopOiumy,

U IpyTHe.

e Pexomenayercs BceM MmanueHTaM 10 Hadasa U Bo BpeMs jeuenus OIUI B xone Tepanun
HCcCleJOBAHNEe  CBePThIBAIOLIell  cHCTeMbl  KPOBH  (aKTMBHPOBAaHHOE  YacTHYHOE
TPOMOOIUTACTHHOBOE BpEMsI, TPOTPOMOMHOBOE BpEMs, TPOMOMHOBOE BpeMsi, (pUOpUHOTeH) IS
JMarHOCTUKU COIYTCTBYIOIIEH IaTOJOTMM M OCJOXHEHWH, a TaKXKe OIpeNeIeHUs] TaKTUKU

CONpPOBOUTEILHOM Tepanuu [1,2,11].

Yposenv yoeoumenvnocmu pexomenoayuu — C (yposenv docmogepHocmu 0okazamenibcms — 5)

KOMMGHT&DI/II/IZ Yy NagueHTOB C MaJIeHIIMMH IMPpU3HaKaMM KOaryJoIlaTuMKW Ha 3TallC MHAYKIOHUU

peMHUCCUU BCE YKa3aHHbIE I10Ka3aTeld JOLKHBI MOHMTOPHPOBATBCS €KEIHEBHO. Eciau ecTb
BO3MOXKHOCTb, B CUCTEMY MOHUTOPHHIA L[€JIECO00Pa3HO BKIIOUYMTH TpomOoantactorpaduro. [Tpu
HAJIMYUM TI0Ka3aHUH HCCIEOYIOTCSl JIpyrue IapaMeTpbl Koaryjasiuu (MCCieoBaHHE YPOBHS
NPOJYKTOB TapaKoaryJsiiuy B KpoBH, porenHa C B KPOBH, MPOTEHHA S B KPOBH, aHTUTPOMOMHA

I, u npyrue).

e He PEKOMEHAYETCH PYTHHHOEC MOJICKYJIAPHO-TCHETUYECKOE MCCICA0BAHUE MYTalMH

reia FLT3 (fms-nmogo6nas tupo3un-kuHaza-3) B [IK wim KM Bcem nauuentam ¢ OIUI [2,3].
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Yposenv yoeoumenvnocmu pexomenoayuu — C (yposenv docmogepHocmu 0okazameniobcms — 4)

Kommenrtapuu: Mytanuu B reHe, kogupyromem FMS-nogobnyto tuposunkunazy-3 (FLT3), npu
OIJI nabmonatorcs yarie, yem nipu apyrux OMJI —y 3040 % nanuenTtoB. Onnako, xotst FLT3-
MyTallM¥ aCCOLIMUPOBAHBI C 0OJIEE BHICOKUM YHWCIIOM JICUKOLIUTOB B MOMEHT auarHoctuku OJI,
OHHU HE ABIISIOTCS KAKUM-THMOO MPOTHOCTUYECKUM (DaKTOPOM M HE OKa3bIBaIOT BIMSHUE Ha BHIOOP

TepaHeBTquCKOﬁ TaKTHKH.

OcHoOBHBIE M3MEHEHUS B JIA00PATOPHBIX AHATU3AX:

. OO0mmii aHaaM3 KPOBHU: XapaKTepHa IMAHIUTONEHUS. AHEMHS HMEET
HOPMOXPOMHBIN, HOopMouuTapHblii xapaktep. Ilpu OILJI BbicOKOro pHicka IeHKOIUTO3
6omee 10x10%/.

. Koarynorpamma: runopudbpunorenemus (<1,0r/m), ynnunenne [IB wu
AYTB, nossiienue yposus D-aumepa.

. Mopdosioruyeckoe  uccjefoBaHMe:  HaJIWYMEe  aTUNMYHBIX  (opm
IPOMUEIOLUTOB B KOCTHOM MO3I€ U EpUPEPUUIECKON KPOBH.

J NvmmyHodenorunupoBanme: ormeuaercs sxcnpeccuss CD13, CD33; cnabo
9KCIPECCUPYIOT, a 3ayacTyro oTcyTcTByeT skcmpeccuss CD34, HLA-DR u CDI1b. B
OTIIMYHME OT HOPMAJIbHBIX MPOMHUEIOIUTOB OTCYTCTBYET HIIM CIa00 BBIpa)KE€HA HKCIIPECCUS
CD15 u CD117. Unorna otmevaetcst HeBbIpaxkeHHast akcnpeccust CD2 CD56.

. MoJiekyIsIpHO-TeHeTHYeCKOe MCCIeJ0OBAHMe: TTOATBEPKIACTC HAIMYUEM
tpancnokarmu - t(15;17)(q22;q12); ren PML-RARa o0pasyercs B pe3ynbrare

PELHUIIPOKHON TPAHCIOKAUUA MEXIY JITMHHBIMU 1uiedamMu 15 u 17 xpomocom.

JAnarsocTruyecku 3Ha4MMble XPOMOCOMHbIE AHOMAJIUH.

t(15;17)(q22;q921) - PML-RARa, B 95% cnyuyae OIlJI skcnpeccupoBan BO Bcex
W3YYCHHBIX KJICTOYHBIX JIMHUSX, SBISICTCS WHIYKTOPOM KJICTOYHON Tuh(HEepeHIMPOBKA U
cynpeccopoM kietounoro pocta. OIJI ¢ t(15;17) orHocutes 6o k TunuyHomy M3, 1160
K M3v.

t(11;17)(q23;q21) - PLZF-RARa, B w™menee 3% cayuaes OIUI (ren
MIPOMHEJIONUTAPHOTO JIEMKO3a C HHUHKOBBIMHM TMaJIbIlaMH) DKCIPECCUPOBAH BO MHOTHX
TKaHsAx, ocooeHHo B [IHC u reMonosTrueckux mpeniiecCTBEHHUKAX, TOIABIISAET KICTOUHBIN
pocT, MHTUOUpyeT MHUENOUAHYI IuddepeHIIpPOBKY, CIOCOOCTBYET AJIUTEIBHON KU3HU
KJIETOK, myTeM yBenudeHus oskcrnpeccun BCL-2. Mopdonoruuecku OIUJI ¢ Takoit
TPAHCJIOKAIIMEN aTUIMYEH - TPaHYJIbl PEIKH, MATIOYKH Aydpa HE PaclojararoTcs mydyKamu,
saapo 0000BHIHOE, @ HE ABYXJonacTHoe. J[s 3TOro BapmaHTa XapakTepHa dKCIIpeccusi Ha

[aToJIOTUYECKUX KiIeTKax anturena CD356.
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t(11;17)(q13;q921) - NuMA-RARa, B menee 1% cayuae OIIJL. I'en yuactByer
B 3aKJIIOUMTEIBHON (haze MUTO3a ¥ B (POPMHUPOBAHMH siipa JouepHUX KieTok. t(5517)(q35;q21)
- NPM-RARa, B menee 1% ciyuaes OIUI. Snepusbrii hochonpoTenH, IBIASIONIAIACS YaCThIO
TPAHCIIOPTHOM cHUCTEMBbl KJeTKU. OH peryiaupyer CBs3b SJIEPHOTO XpPOMAaTHUHA C JIPYTUMHU
anepubiMu  cyOctaniusamu. OIUJL ¢ t(5;17) mopdonoruuecku aTUNUYEH - HET OOWIUS
najgo4yek Ayspa, TpaHyll MEHbBIIE, SAPO YacTO OKPYTjoe, a He JBYXJIOMACTHOE.

t(17;17) nam dup17(q11;q21) - StatSh-RARa
HHcTpyMeHTATbHBIE THATHOCTHYECKHE HCCIIeI0BAHUS

Bceem nanpeHtam, y KOTOPBIX HOJO03PEBAETCSI TMArHo3 OCTPOro (IPOMHUENOLUTAPHOrO, B
YaCTHOCTH) JIEWKO3a, JOJDKEH ObITh MOJyY€H LUTOJIOTMYECKUM Ipenapar KOCTHOIO MO3ra IyTeM
MNYHKUUW. DTa UArHOCTHYeCKas IMPOoLeaypa MOXET He MPOBOMUTHCSA (UCKIIIOYUTENIHHO!) B TOM
ciyyae, Korjaa KoiuuecTBo OnacTHbIX kieTok B [IK moctaTouHo 171si BHIMOTHEHUS] MOJIEKYISPHO-
TEHETUYECKUX MCCIICIOBAaHUN, a y TMalMeHTa PETUCTPUPYETCS MACCHUBHBIN TeMOpparnyecKuil
CHHIPOM T€MaTOMHOTO THUIA, MPHU KOTOPOM JIF0OOOE BMEMIATEILCTBO MOXKET COIMPOBOXKIATHCS
pa3BUTHEM HOBBIX 00beMHbIX TemaTtoM. st OITJI uCKIIIoUUTENEHO BaXKHBIM SIBIISICTCS TTOTyYEHHE
a/IeKBaTHOT'O KOCTHOMO3IOBOTO MTYHKTAaTa, TaK KaK OOJBIIMHCTBO (POPM XapaKTepusyeTcs riryOoKon
JICMKOIICHUEM.

e  Pexomenayercsi BceM nanuenTaMm Ha MoMeHT auarHoctuku OITJI u B xone Tepanuu
BBINOJIHATH peryssipHO (npu yieduenun ATO — He pexe 1 pasa B HeIelo B MEPUOJ MHIYKIHMU
pemuccun (MP), mamee — 1 pa3 B 2-3 Heenw) pErwcTpanyio, pacimppoBKy, OINHCAHUE H
MHTEPIIPETAIMIO JIEKTPOKAPAUOTrPaA(PUUYeCKUX JAAHHBIX 7S BBIABICHUS W/HWIM MOHUTOPUHTA
HApYyUICHUH MPOBOJUMOCTH UMITYJILCOB B CEPJCYHON MBIIIIIE ISl CBOEBPEMEHHON TUAarHOCTUKU
cunapoma yHeHHoro Q7-untepBaina. [Ipeanoururenshno orcnexuanue QTcF. PekomennoBanbl
MOHHUTOPUHT M KOPPEKLHUS COAEp)KaHWE MarHusi M Kajlusi KPOBM U CBOEBPEMEHHOE 3aMEIICHUE
(moaeprkaHKe Ha YpOBHE MEXKIY CPETHUM M BhICIINM 3HaueHusMu) [19,20].

Yposenw yoeoumenvrnocmu pexomenoayuu — C (yposenv 0ocmosepHocmu 0okazamenbcmes — 4)

e  Pexomenayercsi BceM narnuenTam ¢ OITJI 1o Havanma cnienmguyeckol Tepanwu, a
TaKkKe B XOJE JICYCHHUS €KeMecSyHOoe (C yu€TOM HaaMuusl COMYTCTBYIOLICH MAaTOJIOTHH U
KJIMHAYECKOM CHUTYyallu MOKET OBbITh 4allle), a TakKe MpU HeoOXOAUMOCTH B JII000 MOMEHT B
TEUYEHHE BCETO MEPHO/IA JICUCHUS BBITIOJIHEHHE IXOKapAuorpaduu st OreHKH (yHKIIMOHAIBHOTO
coctosiHuA cepaedHor mbimipl [2,20]. Vposens yoeoumenvnocmu pexomenoayuu — C (yposeHs

00CmogepHOCIU 00KA3amenbemes — )

e  Pexomenayercsi Bcem narmentam ¢ OITJI mo nayana crnenuduyeckoil Tepamnuu, B
XOJIe JieueHHus ¢ 4acToTod OoT 1 paza B Mecsl] WM pexe (C y4eTOM HaIW4Ms COITyTCTBYIOIIEH
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MATOJIOTHUH ¥ KIIMHUYECKOM CUTYaIluH), a TaKKe MPU HEOOXOJUMOCTH B JIF000I MOMEHT B TEUEHHE
BCEro TepHOJa JICUCHUs] BBINOIHEHUE PeHTreHorpadgpuu u/miaid KoMNbIOTepHOIi ToMorpaduun
(KT) opranoB rpyaHoil KJIETKH /Ui BBIABICHHS W3MEHEHHM JIETOYHOM TKaHW M OpPraHoOB
cpenocrenus [2,4].
Yposenwv yoeoumenvrnocmu pexomenoayuu — C (yposenb 0ocmosepHocmu 00Ka3amenbcmes — 5)

e Pexomenayercs Bcem mamupentam ¢ OIUI no navana crnermduaeckoit Tepanuu, B
XOJIe JIeYeHHsI C 4YacTOTOM OoT 1 pa3za B Mecsll M pexe (C y4yeToM HajIu4Hs COIyTCTBYIOIIEH
MATOJIOTUH ¥ KIIMHWYECKOM CUTYaIluH), a TaKKe MPU HEOOXOJUMOCTH B JIF000I MOMEHT B TEUEHHE
Bcero nepuosa neueHus BoinonHeHre KT rosioBHoro Mosra 6e3 KoHTpacTa Jj1sl BHISIBICHHS W/UIA
MOHUTOPHHIA U3MEHEHUH B CTPYKTypax roJ0BHOIO Mo3ra [2,4].
Yposenv yoeoumenornocmu pexomenoayuu — C (ypogervb 0ocmosepHocmu 00Ka3amenscmes — 5)
Kommenrapuu: KT ronosroro mosra npu OILJI Hago BBINOSHATH BCEM MallMEHTaM B IEPBbIE JHU
JTMAarHOCTUKH, TaK KaK MOTYT OBbITh OECCHMITOMHBIE HMHTpaKpaHUalbHble KpoBowmsnusHus. [lpu
MOSIBJICHUU TOJIOBHBIX OOJieil, MEHHHIM3Ma, COHJIMBOCTH, 3arpy’KEHHOCTH Ha (OHE Tepamnuu
peruHonaaMu KT rosioBbI BBINOJHSIETCS 00SI3aTENbHO, @ CIIMHHOMO3IOBasi ITYHKIUS BBIIOJIHSAETCS
nociie KT (eciu mo3BosisieT KoIM4ecTBO TPOMOOIIUTOB).

e Pexomenayercsi Bcem naruentam ¢ OITJI mo Hayana crnenuduyeckoil Tepamnuu, B
XOJIe JIeueHHs ¢ 4acToTod oT 1 paza B Mecsl WIM pexe (C y4eTOM HalIW4Ms COIyTCTBYIOLIEH
NaTOJIOTUH M KJIMHHUYECKOW CUTYallH), a TaKXKe MPH HEOOXOIMMOCTH B JTFO00H MOMEHT B T€UECHHE
BCEro IMepuoja JICYCHUs BBIIOJHEHUE YJAbTPa3ByKoBoro muccienopanusi (Y3U) opranos
OpIOLIHOI MOJIOCTH C OMNpPEIETICHUEM pa3MepoB TIEUEHH, CENe3eHKHM W BHYTPUOPIOIIHBIX
TuM(paTHYECKUX Y3II0B, a Takke Y3U opraHoB Majioro Ta3a y sKeHIIMH M TPeACTATeILHOI
sKeJ1e3bl y MY’KYHMH JIJIs1 JMarHOCTUKU U MOHUTOPHUHTA COITYTCTBYIOIIEH naTonoruu|2,4].
Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposeHb 00cmosepHocmu 00Ka3amenscmes — 3)

IMokazanus 111 KOHCYJIbTAIIMYU Y3KUX CIIEINATHCTOB:

‘Bpad IO PEHTI€HIHIOBACKYISIPHOM JMArHOCTUKE W JICUCHHIO — YCTAaHOBKA IIEHTPAIbHOIO
BEHO3HOTO0 KareTepa u3 nepudepudeckoro gocryna (PICC);
‘TeNaToJIor — JJIsl JUarHOCTHUKU U JIEYEHUs] BUPYCHOI'O Te€NaTuTa;
‘TUHEKOJIOI — OEpeMEHHOCTb, METPOpparuy, MEHOpparud, KOHCYJbTallMsl IpPH Ha3HAUYECHUU
KOMOMHHMPOBAaHHBIX OPaJIbHBIX KOHTPAlLIENTUBOB,
* IEPMAaTOBEHEPOJIOT — KOYKHBIN CUHJIPOM;
‘MH(PEKIHMOHUCT — MOI03PEHHIE Ha BUPYCHBIE HMH(DEKIIUH;
‘Kapauolor — HekoHTponupyemass Al', XpoHuueckas cepjeyHas HEIOCTaTOYHOCThb, HApPYyIICHHUS
CepACYHOTO PUTMA U IIPOBOIUMOCTH;

*HEBPOIIATOJIOI OCTPOC HAPYIICHUE MO3I'0BOI'O KpOBOO6paH_ICHI/I$I, MCHUHI'UT, BHHe(baJ'II/IT,
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HEHpOJIeKo3;

“HEUPOXUPYPT — OCTPOE HAPYIIEHUE MO3TOBOTO KPOBOOOPAIIICHHS, AUCTOKAIIMOHHBIA CUHAPOM;

-Hedpotor (3¢ (dhepeHToI0T) — oYeYHast HEIOCTaTOYHOCTB;

*OHKOJIOT — MTOJI03PEHUE HA COJTUIHBIC OIMYXOJIH;

*OTOPHHOJIAPUHTOJIOT — JIJIsl JMATHOCTUKY M JICYCHUS] BOCTIAJTUTEIIBHBIX 3a00JIEBAaHUI TIPUIATOYHBIX

nasyx HOCa U CPEIHEro yXa;

-0(TATBMOJIOT — HAPYIICHHS 3PEHMs, BOCTIAJIUTEIbHBIC 3a00JICBaHUS TT1a3a U IPHIATKOB;

‘TIPOKTOJIOT — aHAJTbHAS TPEIIUHA, TTAPATIPOKTHUT;

‘TICUXHATP — IICUXO3BI;

‘TICUXOJIOT — JICTIPECCUS], AHOPEKCHSI U T.IL.;

‘peaHMMAaTOoJIOT — JICYCHUE TSHKEJIOTO CETcuca, CeNTUYECKOro II0Ka, CHHAPOMa OCTPOro JIETOYHOTO

HNOBPEeXKACHUS Tpu cuHApoMe Au((epeHIIMPOBKH M TEPMHUHAIBHBIX COCTOSHHM, YCTaHOBKA

[IEHTPAJIBHBIX BEHO3HBIX KATETEPOB;

- peBmarosior — cuuapom CBuTa;

* TOPAKAITBHBIN XUPYPT — IKCCYAATUBHBIN TUIEBPUT, THEBMOTOPAKC, 3UTOMUKO3 JICTKUX;
TpaHcy3HuoJior — IS ToAdopa TPAHCQPY3MOHHBIX Cpel TMPH TOJIOKUTSIHLHOM HEIPSIMOM

AHTUTTIOOYIMHOBOM TecTe, Hea(h(EKTUBHOCTHU TPaHC(Y3UH, OCTPOI MACCUBHOM KPOBOTIOTEPE;

* ypoJior — HH(PEKIIMOHHO-BOCTIAIUTEIIbHBIE 3a00JIEBaHNSI MOYEBBIICTUTEIBHON CUCTEMBI,

- (hTu3MaTp — NOJO3pEHUE HA TYOEePKYJIe3;

* XUPYPT — XUPYPru4ecKue ociaokHeHHs (MH(GEKIIMOHHbBIE, TeMOpParnyecKue);

“YeJIIOCTHO-JIMIICBOM XHUPYPr — HWH(PEKIMOHHO-BOCTIAUTENLHBIC 3a00JICBaHUS 3y0OYEITIOCTHOM

CUCTEMBIL.

5. 2) luarHocTHYeCKHH aJIrOPUTM: hittps:/www.nccn.org/guidelines/

OcHoBHBIE HCCJIeTOBAHUA

1. OGmmii ananmus KpoBu (PETHKYIIOMTEHI + TPOMOOLIUTHI);

2. VicenenoBanne KOCTHOTO MO3Ta:

® [luTonornyeckoe NCCiieI0BaHuUE,

® [luroxuMuueckoe wuccieqoBaHue OnacTHBIX KieTok (okpamumBanuem MIIO, HO,
CyJlaHOM 4YepHbIM b);

¢ limmyHodeHoTHnMpoBanue Ha HpoToyHoM murodmoopumerpe (MPO+, HLA-DR-,
CDI13+, CD33+, CD34-/+, CDI117-/+, CDI15+, CD2-/+, CD65+. [ns 0macroB

XapaKTepHbI BHICOKHE 3HaUeHUs1 00KOBOro cBetopaccesHus (kpome Gpopmbl CD2+HLA-DR-)

I'eHeTH4yeckue uccaeI0BaHUS

M CTa}maanoe HUTOTCHECTHYECCKOEC HMCCIeJ0BAaHUMEC KOCTHOro Mo3ra -
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ABISICTCA  O0sI3aTENBHBIM BO BCEX CIy4Yasx; ONpEACsieT Haluyhue XUMEPHOTO TeHa
PML/RARGa.

. FISH uccienoBanme kocTtHoro mosra. J[anubeiii MeToa o01agacT BBICOKOH
CneUn(UYHOCTBIO U UYyBCTBUTENBHOCTHIO. IlpoBeneHue moka3aHO NpU JIMArHOCTUKE
3a0oneBaHUs, B CiIydasx, KOrjJa B pe3ylbTaTe CTaHAAPTHOTO LUTOI€HETUYECKOro
UCCIIEIOBaHUS HE MOJYyYEHO MHUTO30B, & TAaK)K€ B CUTyallUsX, KOI/Ia BBISBIEH HOPMaJbHBIN
KapHOTHII, HO TIPH 3TOM HUMEIOTCS SpKHe KIMHUKO-TabopaTopHble cumnTtomsl (Y — A) u
MOTYT CIYXWUTb Ui omnpezaeneHus Taktuku tepanuu (Y]] — B). Hecmorps Ha To, uTO B
HEKOTOPBIX cllyyasx nepudepuyeckast KpoBb MOAXOIUT Ul UCCIe0BaHus (0COOEHHO, KOoraa
IIpY YCTAHOBJIEHMM JMarHo3a umeercs runepiaeiikounros), FISH myume BbmonaHsTs Ha
obpasmax koctHoro mo3ra. FISH ne maer madopmamum o6 m3odpopme PML/RARa, uTo
HE00XO0AUMO JUIs1 MOJIEKYJISIPHOTO MOHUTOPUHIa MUHUMAJILHOTO OCTaTOYHOT'0 3a00JIeBaHUSL.

. OT-IIIP XenarenpHno BbnoaHATh OT-IIIP ananuz PML-RARa na PHK,
MIOJIyY€HHOH 13 00pa3lioB KOCTHOI'O MO3Tra, XOTsI TPAHCKPHUIIT CIUSHUA, KaK IPABUIIO, JIETKO
OTpesieIseTCs B TMEpU(EpUUISCKOr KpPOBH, Aake B ciaydasx c jneiikonenmein. OT- TILP
ABJIACTCSA «30JIOTBIM CTaHIapTOM» i noArBepkacHus auarHosa OIJI. ITommumo ero
BBICOKOM CIEIU(PUUHOCTH M YYBCTBUTEJIBHOCTH, OH B@XEH JJI HAJIEKHOIO MOHUTOPHUHIA
MUHUMAaJIBHOT'O OCTaTO4YHOro 3a0osieBaHus. HO K OCHOBHBIM HelOCTaTKaM JAHHOTO METOoJa
otHOocuTcs Manoe koiauuectBo PHK (oxHOOTpULIaTENbHBIN pe3yabTaT), KOHTAMUHALIUIO U
apredakThl (JIO)KHOIOJIOKUTENBHBI PE3yJIbTaT) M OTHOCUTENBHO JUIMHHBIA IEpUos
noarotoBku (~2 ans). Kpome Toro, pexoMmeHayeTcs MPOBOJAUTH aHAIM3 HPoO B LENAX
JIMAarHOCTHUKH W MOHHTOpPWHTA B pedepeHc-1adoparopusx MOATOTOBICHHBIM TEPCOHAIIOM,

MMEIOIINM 3HaYuTEeNbHBIN onbIT poBeaeHuss OT-TTLP na PML-RARGa.

IlOlIOJIHI/lTe.JII)HBIe HCCJIeA0OBAHUA

1. YnbrpassykoBoe wuccnenoBanune (Y3U) opranoB OpromHol monoctd (I€YEHb,
CelIe3eHKa, TMOJDKEITYIOYHOM JKelle3a, YKEIUHBIA IMy3bIpb, JUM(AaTHYEeCKUe Y3JIbl, MOYKH),

LIUTOBUIHAS KeJIe3a, Y My)KUHH - IPEICTATEIIbHOM JKeJIe3bl, Y JKEHIIUH - MaJIOro Tasa.
2. DKT', Dxo-kapauorpadus .
3. Pentrenorpadus rpyaHOM KIETKH.
4. Komnbrotepras ToMmorpadus OpraHoB IPyHON KJIETKH, TOJIOBHOTO MO3Ta.
5. OGwuuii aHanU3 MOYH.
6. l'enatutsl, BUY, BHpPYCHI repriec-rpyIiis.

7. Buoxumuueckuii ananus Kposu (00muit 6enok, JIAT, snexrponutsl, C- peakTHBHBIH

OCJIOK, TJIFOKO3a, HATpUM, Kaaui, Kajabllid, KpEeaTWHWH, acmapTrar aMmuHoTpaHcdepasa,

26




alaHWH aMuHOTpaHcdepasa, menodHas ¢ocdarasza, JIAKTATICTHIPOTeHA3a, OWITHPYyOUHEI,
MOYEBHHA, OOIIHIA OEIIOK, MOYEBasi KUCIIOTA).

8. Koarymnorpamma.

9. TpenanoGuoncuss HeoO0X0aMMa WMCKIIOYHUTENLHO B CIydYae MOJIYYEHUS CyXOro
acripara KOCTHOTO MO3Ta W TPU OTCYTCTBHHM H3MEHEHHBIX KIETOK B TepupepudecKoit
KpOBH Uil OOECIIEYEHHUs  MPOBEACHHS  MOPQOJOTHYECKOW U MOJICKYJISIPHON

AUAariHoCTUKH

3) JuddepeHunajbHblid TUATHO3 W 000CHOBAHUE JONMOJHUTEIbHBIX HCCIAEI0BAHUNM

6, 11]:

Huacnos Obocnosanue ona | Obcnedosanusn Kpumepuu
ouggepenyuanvhoi UCKIIOYeHUA OUAZHO3a
OUAZHOCMUKU
Amnactuueckas | [Tannuronenus c I'uctonoruueckoe | IlpeoGmananue ;KxupoBOro
aHEeMUS THITOLICIUTIOJIS PHBIM HCCIIeIOBAaHUE KOCTHOT'O MO3Ta HaJl
KOCTHBIM MO3TOM KOCTHOT'O MO3Ta JesITeTIbHBIM, POCTKU

KPOBETBOPEHUS YTHETEHBI.
OtcyrcTBrE HHPUIBTPALIIH

KOCTHOTO MO3ra OJlacTaMH.

Ocrtpbrit [MannmTonenus [utonornueckoe, | MHPUIBTpaIHs KOCTHOTO
MHUeI00macTHhIN| briacTHbIC KIIETKH B [utoreneruueckoe | mosra 6mactamu (6omee 20%)
TIeHK03 nepudepraecKon WCCIICIOBAHNE 0e3 00HaApYKCHHS
KPOBH HJIK KOCTHOM KOCTHOT'O MO3Ta TUIIePTPAHYINPOBAHHBIX
MO3Tre NPOMHUENIOIIUTOB €
I'emopparuyeckuii MHOYECTBEHHBIMU
CUHJIPOM najioukamu Ayapa.

OTtcyTcTBUE TpaHCIOKALMU
t(15;17) (q22; ¢
MHOECTBEHHBIMHU
najoukamu Ayspa.
OTcyTCcTBHE TPAaHCIOKALIUN
t(15;17)(q22;q12); rena PML-
RARa

27




4) TAKTHUKA JIEYEHUA HA AMBYJIATOPHOM YPOBHE:

I  sran: 1n1g nepBUYHBIX NALMEHTOB — BHISBIEHUE 3a00€BaHMs, TOCIIATAIN3ALMS
B npodumibHoe otaeneHue. s OILJI xapakTepHO paHHee Pa3BUTHE T'e€MOPPAruuecKoro
CHUHJIpOMA B PE3YJIbTATE AMUCCEMUHUPOBAHHOIO BHYTPUCOCYIUCTOTO CBEPTHIBAHUS KPOBH,
4acTO MPUBOJAIIETO K JeTalbHbIM HcxoaaMm. Jledenne ATRA pomxHO OBITH HayaTo
HeMeJUIeHHO mpu ManeimeM noao3penun Ha OIJI, npomomxars kypc ATRA 1o

MOATBCPIKACHUA UM OMIPOBCPIKCHUA JUArH03a rCHETUYCCKUM HUCCICIOBAHUCM.

II osram: an9 DmanmeHTOB ¢ YCTAHOBJIEHHBIM IHATHO30M  IIOJIEP/KHBAIONIAS
XUMHOTEPANHAS MOKET TIPOBOJHUTHCS B aMOYJIATOPHBIX YCIIOBUSAX, KOHTPOJb IOKa3aTemei
o0miero ananuza KpoBH (Jielikoopmyna + TpoMOOIUTH) Kaxkasie 1 — 3 Mecsiiia B TeYCHHE

2-X JIET, 3aTeM KaKJple 3 — 6 MecAIeB J0 5 JIeT.

a. HemenukameHTO3HOE JIeUeHHE:
] Pexxum: 00111e0XpaHUTEITbHBIH.
o Huera: cron Nel5 (oOuras).
b. MeaukamMeHTO3HOE JIeYeHue:
° IlepeyeHb OCHOBHBIX JieKapCTBeHHbIX cpeactB (umerommx 100%

BEPOSAATHOCTH MPHUMEHEHUS):
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dapmakorepanesTnyec | MexxayHapoaHoe Cnoco0 npumeHeHHs YpoBennb
Kasi rpynmna HelaTeHTOBaHHOE A0KA3aTEJIbHOCTH
HaumeHoBaHue JIC
Antuneoruiactuueckue u| Tperunoun (ATRA) 45mr/m? /eyt BHYTPBL ¢ 1 ans A
UMMYHOCYIIPECCHBHbBIE 710 JOCTHXKEHHS PEMUCCUU
JIeKapCTBEHHbIE Merotpekcat 15Mr/M?/cyT  exeHenenbHO C
cpeacTsa BHyTpuBeHHOE, IOJJKOKHOE
BBEJICHUE
Bnytpn
Mepkanromypux 50mr/M?/cyT BHYTpb C
JlexapcTBeHHbIE cpenicTBa, | OHAAHCETPOH 8vmr 3a 30muu-1 wyac 10 C
ociadsomme BBEJICHUSI [IUTOCTATHYECKUX
TOKCHYECKOE JICHCTBHE npenaparos
HPOTHUBOOITYXOJIEBBIX BHyTpuBeHHOE BBeIeHUE
npenaparos BayTpb
Tpamamon 100mr/2Mmm A
Buyrpusennoe BBEJICHUEC
50mr, 100mMr BHYTpB
6. IlepeuyeHb [JONMOJHUTEJIBHBIX JeKAPCTBEHHBbIX cpeacTtB (menee 100% BeposiTHOCTH
npuMeHeHnus): https:/www.nccn.org/guidelines/
Me:xnynapoaHoe Cnoco0 npumMeHeHUs YpoBensb
HeNnaTeHTOBaHHOe A0Ka3aTeJIbHOCTH

dapmakoTepaneBTHYEC

Kas rpynmna

HanMenosanue JIC

JlexapcTBeHHbIE CPEJCTBA, | AJIIOMYPUHOI 300Mr/M? BHYTPb -
ocJiadJromme
TOKCHYECKOE  JICHCTBUE]
MIPOTHUBOOITYXOJIEBBIX
IpernapaToB
AnTHOaKTEpHUATBEHBIC Odokcarnun 200mr 1p/cyT -
CpeacTBa BuyTpuBeHHOE BBeIeHHE
Metponuaaszon BnayTpuBeHHOE BBEICHUE -

Bnytps
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JleBonokcanuu

BnyTtpuseHHOE BBEIcHUE

500mr 1p/cyT BHYTpPB

[Munpognokcauux BHyTpuBeHHOe BBeieHUE
500Mmr 2p/cyT BHYTpPb
CynbdameTokcazon BHyTpuBeHHOE BBe/IeHHE
/TpUMETOTIPHM 960mr 3p/Hen BHYTPb
[IpoTuBorpudxoBbIe Bopukonason Buyrpusennoe BBEJCHUE
JIEKapCTBEHHbIE 3Mr/KT 2p/CyT BHYTpPb
cpeacTBa Hrpakonason Buytpb
@DiryKoHa30I1 400-600Mr 1p/cyT
Buytpusenunoe BBEJICHHE
Bnytpsb
[To3zakonazon 200mr 3p/neHp BHYTpPb
[IpotuBOBHpYCHBIE AnuKIoBUp 400mr 2p/cyT
JIeKapCTBEHHbIE BuyTpuBeHHOe BBeIeHUE
cpeacTBa Bnytps
JlekapcTBeHHbIE Hanponapun 0,3MJ1 TOIKOXKHOE BBE/ICHUE
CPEAICTBA, BIMAIOMHE Ha DHOKcanapuH 20-40mMr 1p/cyT MOIKOKHOE
CBEPTHIBAIOLIYIO CUCTEMY BBCJICHIE
KpPOBHU
Hpyrue  nexapctBenHble| bynuBakaun, Jlugokaun, | 2% 2mi
CpeAcTBa [Tpokann MecTHOE IpUMEHEHUE
Owmenpazon 40Mr BHYTpUBEHHOE BBEJICHUE
20mr 2p/cyT BHYTpPB
damoTuIH 20mr 1-2p/cyr
BuyTtpuseHHOE BBEIcHUE
AMOpokcon 30 mr 2-3p/cyT BHYTpb
AmiionunuH Smr 1p/cyT BHYTph
KanTonpun 25-50Mr 2p/cyT BHYTPh
JInzuHOmpHI Swmr 1 p/cyT BHYTpb
Jlaktynosza 15-45mn BHYTpB
CriupoHOJIaKTOH 100-200mr BHYTpB
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IToBunon — ¥ion

6-10 pa3 B JeHb MOJOCKaHUE
MOJIOCTH PTa B pa3BEICHUU

1:10 Hapy»HO€ IpUMEHEHHE

TobGpamura 0,3% 5MJ1 ria3HbpIe Karmm

Topacemup 10mr 5-20Mr/cyT BHYTph

donuesas KUCI0Ta SMr/cyT BHYTph

dypoceMu 20-40mr/cyt BuyTpHBEeHHOE
BBeJieHHe BHyTpb

XJIOpreKCuua 6-10 pa3 B JeHb IOJIOCKaHUE

II0JIOCTH pTa

HapyxxHoe npumenenue

C.

Xupypruyeckoe BMelIaTeJIbCTBO: HET.

d. [laabHeiilee BeleHHeE: [TOCIIE 3aBEPILICHUS JICUCHUS COTIIACHO IIPOTOKOIY, MAIIUCHTHI B

TCUCHHUC 2,5 JICT OT AHA KOHCTAaTalluh pEMUCCUU NTOTYUAOT MMOAACPKUBAOITYIO TEpAIINLO. HpI/I

YCJIOBUHU COXPAHCHUA PEMUCCHU 3&6OJI€B8.HI/I$I, II0CJIC OKOHYaHUA noz[z[epch/IBanmeﬁ TCpallniu,

IManyueHTHI

JKUTEJLCTBA B TEUEHHUE S JIET.

HaXOIATCA Ha «d»

e. Ungukaropsl 3¢(PeKTHBHOCTH JICHCHUS:

Pemuccus.

MO3T€;

[epudepuaeckast KpoBb:

AOCOIIOTHOE KOJIMYECTBO HeHTpoduios Oonee 1,5 x10%;

TpomGomutsr 6osee 100 x 10%/1;

OtcyTtcTBHE GJIACTOB M IPOMHUEIIOIUTOB B TIEpUPEPUIECKOI KPOBH.

KocTHbIN MO3T:

yuére W HaOJIONAIOTCS y T'eMarojiora IO MECTY

Menee 5% 07aCTOB HIM ATHIMYHBIX IIPpOMHCIOLNUTOB IIPHU KICTOYHOM KOCTHOM

® OrcyTCTBHE 3KCTpaMEAYIUIIPHBIX OYaroB.

HeiipoJieiikos.

e Briasnenune

0J1aCTOB/TIPOMUEIIOIIUTOB

B CIIMHO-MO3IOBOM

LIUTOJIOTMYECKOM UCCIEIOBAHUY W/ WA LIUTO3a 00Jiee 5 KI/MKIL.
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Penuaus.
e [‘emaronoruueckuii peruauB — 6oaee 5% 0IaCTOB/IIPOMUETIONIUTOB B KOCTHOM MO3TE€.
Ecnmu konmmuectBo OnactoB oT 6 10 20% wuccienoBaHne MOBTOPSAIOT uepe3 | Hemento — eciu

KOJIMYECTBO 0J1acTOB ocTaeTcs 6onee 5% - KOHCTAaTUPYIOT pCLUAUB.

L4 3KCTpaMeI[y}'IJ'IHpHBII71 peuuanuB AOKYMCHTHPOBAHHOC THCTOJIOTHYECKUM/

HUMMYHOTUCTOXUMHUYCCKHUM HUCCICAOBAHNEM BHCKOCTHOMO3I'OBOC ITOPAKCHUC.

® MoJeKkyIsIpHBId pPelUINB — JIBYXKpPAaTHOE BBIBIEHHME XuMepHoro reHa PML/RARa
metoaoM [P B mo6oe BpeMs mociie 3aBepiieHUs KOHCOTHIAIHH.

MonekynspHas oueHka pemuccuu nociae uHaykuuun wmerogom OT-IILP He wumeer
KIIMHUYECKOW 3HAYMMOCTH, MOTOMY YTO MOJIOKUTENbHBIA pe3ysbraT I[P Ha Takom panHeM
JTare MOXET OBITh OTPAKEHUEM 3aMEIJICHHOTO CO3PEBaHUs, a HE PE3UCTCHTHOCTH. [loaTOoMYy
CIEAYET BO3JAEPKAThCS OT MPUHATHUS TEPANEBTUYECKUX PELICHHN HAa OCHOBAHUMU PE3YJILTATOB
Ha JaHHOM otane. M HaoOopot, pesynbrarel [IL[P, BeImonHEHHON mOCHEe 3aBepUICHUS
KOHCOJIMJIALIMK, UMEIOT 3HAUMMOCTD TP ONPEACIICHUH PUCKA PELUIMBOB Y MAIl[UEHTA.

Ouenka pe3yJIbTATOB JieYeHUs

Kareropus Omnpenesienne
O6was Omnpenensercs s Bcex NauueHToB. M3mepsiercsa oT MoMeHTa
BKJIIOUEHUS B UCCIIEZIOBAHUE O MOMEHTA CMEPTH BHE 3aBUCUMOCTH OT
BbI’KHBA€MOCTh
MIPUYHHBIL.
Omnpenensercs s TAIMEHTOB, JOCTUTAIONINX peMuccun. 3mepsiercs
be3penuanBHas P ’ P P
OT MOMEHTa JJOCTUKEHHSI PEMUCCHH JI0 PELUANBA UITU CMEPTH OT
BbI’KHBA€MOCTh .
JH000W IPUYUHBIL.
N Omnpenensercs s Bcex NanueHToB. M3Mepsiercs oT MoMeHTa
beccoObITHIHAS
BKJIFOUEHUS B UCCIIEJIOBAHUE JIO KOHCTATAIlMU PE3UCTEHTHOCTH,
BbI’KHBA€MOCTh o
PEIUINBa UM CMEPTH OT JIFOOOH MPUIMHEIL.
KymyasTuBnasi Omnpenensercs 7151 BCeX NAIMEHTOB, JOCTUTIINX PEMUCCHUHU.
4acToTa peuuInBa N3mepsieTcst oT naThl TOCTHKEHUSI PEMUCCHU 10 JaThl PEIUIUBA.
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IMoxka3zanus Al FOCIIUTAJTA3AINNS

f. IToxa3zanus 1l IJIAHOBOM FOCHUTAIH3ALMMN:
] IIPOBEJICHUE KypCOB XUMHOTEPATIHH.
g. IHoka3zaHus AJIs1 IKCTPEHHOM FOCHUTAIN3ALMHU:
o BIIEPBBIE BBISIBJICHHBIN OCTPBIN JIEUKO3;
o pa3BUTHE OCIOXHEHUH Ha JTF0O0M ATarle JICUSHHUSI.
7. TAKTUKA JIEYEHUA HA CTAIIMOHAPHOM YPOBHE:

https://www.nccn.org/guidelines/

h. HemMmennkameHTO3HOE JIeUeHHE:
® Pe:xxnM: 00111€0XPAHUTENBHBIN.
® Jluerta: ctos Nel5 (obOmas).

o JlyuyeBasi Tepanus. Eciu BCileICTBHE OCIOKHEHHM MM TEXHUYECKHX TPYAHOCTEH HE
MIPEJICTABISETCS. BO3MOKHBIM MPOBECTH MOJIHYIO MpOorpamMmy NpOoGUIaKTHKU HEHpOIeHKeMUN
MHTpATEKAJIbHBIMU BBEACHUSMHU IIUTOCTATUYECKHUX MPENapaToB, TO MAlUEHTAM PEKOMEHYETCs
BBITIOJTHUTH KpaHHUaIbHOE 00IydeHue B 03¢ 24 I'p.

i. MeaukaMeHTO3HOE JICUEeHHE:

OcHoBHbIe npuHIUNbI Jedenus OILJI

° Pexomenayercsi nanueHTaM OpU  BO3HMKHOBEHMHM mono3peHuit Ha OILI
KJIMHAYECKYI0 CHUTyallul0 M JroOble JEWCTBHA B OTHOIICHWHM TNAllMEHTa paclieHUBATh Kak
HEOTJIOKHBIE WM HE3aMEUINTEIIbHBIE, B TOM YHUCIIE O N€HETHYECKOrO MOATBEPIKICHUS AMArHO3a
HAa4YMHATh CONPOBOJUTEIBHYIO TEpAIlMIO, HAIPABICHHYI0 HA KOPPEKIMIO TremocTrasa, |
cneuuduueckyro Tepanuio ATRA** [1-3,5].
Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposerb 0ocmosepHocmu 00Kazamenbcmes — 3)
KommMeHTapun: X0Ts cymiecTByeT OOImIMii KOHCEHCYC B OTHOIICHUH HEOOXOAUMOCTH MOJIEKYJISIPHO-
TeHEeTHYECKOro  moarBepkaeHust guarHo3a OIUL,  muddepenuupyromas  (tapretHas) U
COIIPOBOJUTENbHAST TEpanusl JODKHBI ObITh HayaThl JO IOJIYYEHHs PE3yJIbTaTOB IE€HETHUECKHX
TectoB. HeoOxomumo yuuTthiBath J1r00bie momo3peHus Ha OIJL: Hanmuuue y manmeHrta TshKENon
KOaryJjonaTuy, TEeMOPParuvyecKkoro CHUHAPOMA, JIEHKONEHUH, XapaKTepHOW MOpQOIorudeckon
KapTHHBI OJAaCTHBIX KJIETOK. Bo Bcex Takmx ciydasx ciemyer HauuHath Teparmio ATRA**
HEMEJICHHO U IIPOAOJDKATh €€ 10 MOMEHTA MOATBEPIKICHUS TUAarHo3a Uik €ro ONPOBEP)KEHUS HA
OCHOBE F'€HETUYECKOI0 UCCIIEIOBAHUSI.

e Pexomennyercs nauuenram ¢ epuguuupoBanHbiM OIJ] uHayKIIMOHHAS Tepanusl,

BKJItOUaromias couetanHoe npumeHenne ATRA** u aHTpanMKIMHOB ¢ 1uTapabuHOM™* mam 6e3
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Hero (ctannaptHbIi noaxon) 6o ATRA** u ATO (anbrepHatuBHBIN Moaxox) [1-3,5].

Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposerb 00cmosepHocmu 00Kazamenbcmes — 5)
KommeHTapuu: BceM ManueHTaM HE3aBUCUMO OT MHUIMAJIBHOTO JiehkouuTo3a Kypc XT noimkeH
ObITh HauaT He mo3aHee 3-ro AHsS oT Hauvana jedeHuss ATRA**. [lamuentam c uwuciaom
netikoruros >10 x 10%1 Kype IpOTHBOOIYXOJIEBBIME TIPENapaTaMi HAYMHAIOT OJHOMOMEHTHO C
ATRA**. OntumanbHbIM THeM Haudana Kypca XT Ans marueHTOB ¢ YMCIOM JIEMKOIMTOB <10 X
10%/m MoskeT cuntarbest 2-i jieHs oT Havana npuema ATRA**, IIOCKONIBKY K 9TOMY BPEMEHH yKe
nopkeH ObiTh monTBepkiaeH auarHo3 OITJl u BEepOSTHOCTH Pa3BHTHS PAaHHETO PETUHOWIHOTO

CHUHJIpOMa KpaiiHe MaJia.

IlepBuYHbBIE TelicTBUS 10 MPOBEIEHUIO CONMPOBOANTEIbHOM TEPANNU MPHU MOA03PEHUH HA
auarmos OILJI

ConpoBoanTebHas Tepanusi, HANPABJIEHHAS HA KOPPEKLHIO reMoCcTa3a

BHyTprMO3roBbie KPOBOM3IHUSAHUS, JIETOUHBIC U JPYTUE KPOBOTEUCHUS SIBIISIOTCS YaCTHIMU
XK3HEYTrpokaromumu ocioknerussMu OIJI BerencTBre TpyOBIX KOATyJSIIMOHHBIX HapyIICHHHA.
OTH OCIIOKHEHUSI HE TOJBKO CTAHOBSITCSI HauOoJee 4acTOW MPUYMHOM CMEPTH Ha PaHHHX JTarax
WHIYKIIMOHHOM Tepanuu, HO HEPEeAKO pa3BUBAIOTCA 10 ycTraHoBieHus: nuarHoza OILI u nauana
Tepanuu [25,26].

o PexoMenayercssi BceM TMAalMeHTaM Hayajlo  COMPOBOJIUTEIBHOM  Teparuw,
HANpaBICHHOM Ha KOPPEKIMIO KOAryJoNaTHH, HAYWHATH HEMEJICHHO TIPU MHUHHMAILHOM
nono3penuu Ha OILJI [27,28].

Yposenv yoeoumenvrnocmu pexomenoayuu B (yposenv docmogeprocmu doxazamenbcms — 3)

KommenTapuu: Tepamus JO/DKHA  BKJIIOYATh  CBeXe3amMopokeHHyro 1iasmy (C3II) wu
KPHOTIPELHITUTAT, TPAHCPY3UI0 TPOMOOKOHIIEHTPATOB JUIS MOJIEPKaHHsl YPOBHS KOHIIEHTPAIHA
¢uoOpunorena >1,0-1,5 r/m u komamuectBa TpomGomuroB >50 % 10°1. MOHHUTOPHHI STHX
MoKa3aTesneil T0KeH BBIMOIHATHCS M0 KpaiiHel Mepe 1 pa3 B AeHb (pu HEOOXOAMMOCTH — Yallle).
Takast Tepanusi JODKHA TPOJNOIDKAThCA B TEUEHHE BCETO IMEpuojia MHAYKIIMOHHOW Tepamuu 10
MCUE3HOBEHHS BCEX KIIMHUYECKHX M JIAOOPATOPHBIX MPU3HAKOB Koaryionatuu. Ciemyer oOpammarsb
BHUMaHHWE Ha (AKTOphL, TMOBBIMIAIONIME PHUCK pPa3BUTHS (ATATBHBIX KPOBOMBIHMSHUN U
KpPOBOTEUEHHUI. OTU (hakTOpbl CIEOYIOIIHe: Y>K€ COCTOSBIIEECS WJIM aKTUBHOE KPOBOTEUEHHE,
runodudpuHorenemus (<1,0 1/71), TOBbIIIEHHE YPOBHS MPOIYKTOB Jerpanarmu ¢Gudpuna umm D-
JUMEPOB B COYCTAHWU C YBEIMUYCHHEM IPOTPOMOMHOBOIO BpPEMEHHM WM AKTUBHUPOBAHHOIO
YaCTHYHOTO TPOMOOIUIACTHUHOBOTO BPEMEHH, a TaK)Ke THUIIEPICHKOIINTO3, HATNYME OJIACTHBIX KIIETOK
B [IK, BbICOKMII ypOBeHb KpeaTHMHHHA, IUIOXOW comaruueckuii craryc. CremyeT uzberatb

KaTCTCpu3alli LHCHTPAJIbHbBIX BCH, CIIMHHOMO3I'OBBIX HYHKL[I/Iﬁ " JPYTUX WHBA3WBHBIX HPOLCAYP
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(Hanpumep, OPOHXOCKOIHNH) Tepe] HaualoM Teparnuu U B nepuos P B cBsI3M C BHICOKUM PHCKOM
TFeMOpPPAarMYecKUX OCJIO)KHEHHWH. YCTaHOBKA LIEHTPAILHOIO BEHO3HOTO KaTeTepa JOJDKHA
BBINOJIHATHCS ONIBITHBIMU BpayaMy TOJIBKO [1OCJIE KOPPEKLIMH KOAry IsIIMOHHBIX HapyieHuid. Kpome
TOTO, MPOKOArysIMOHHBIN cratyc npu OITJI MoeT He TOJIBKO MPUBOAUTH K YBEIMUEHHUIO PHCKa
reMOpPPAarMyecKux OCIOKHEHUH, HO W YBEIMYMBATH PUCK TpomO030B. IIpenmyrnectBo ot
WCIIOJIb30BAHUS TerapyuHa HATPHUs™*, TpaHEeKCAaMOBOM KHCIOTHI™*, aMHUHOKAIPOHOBOM KHUCIIOTHI**,
JPYrUX AaHTHKOATYJISTHTOB WM HMHIHOUTOPOB (HOPUHONM3Aa CIOPHO M HE JOKa3aHO, U ITH
npernapaTsl He JIOJDKHBI UCTIONI30BaThCsl BHE KIIMHUMYECKUX MCTIbITaHui. ECTh Takke cooOmieHus o
CllyyasiX —~ HCIONBb30BaHUS ~ pekoMOuHaHTHOoro  (Qakropa VIIo B cioydae — TspKenoro,
JKU3HEYTpOXKAOLLEro kpoBoreueHus [29,30].
JleyeHue NanMeHTOB C BIIEPBbIe YCTAHOBJIEHHbIM JHuarnozom OILJI

Crneunuduueckas (TapreTHasi, eJieHaNpaBJieHHAas) Tepanusi MHAYKIMA PeMHCCHHI

. Pexomennyercss mnamupentam ¢ OII Teparms WP, mnpencraBnsromas co0oid
onHOBpeMeHHoe mnpumeHeHue auddepenmmpyromero jeuenus (ATRA**) u nurocrarnueckoro
BO3/ICHCTBUS, BKIIIOYAIOIIETO BBICOKHE J103bI aHTPALMKIMHOB U IMTapabuHa™* (MOryT mpuMeHsThCs
pexumbl AIDA, 7 + 3 wim apyrue) Uil ONTUMAIbHOM Tepanuu U JIOCTMXKEHHUSI XOPOIIMX
pe3ynbTaToB Jiedenus [31].

Yposenv yoeoumenvrnocmu pexomenoayuu — A (ypogervb 0ocmogepHocmu 00Kazamenscmes — 2)
KommeHnTapuu: camble nepBble paHIOMU3UPOBAHHBIC UCCIIEOBAHUS 10 COUETAHHOMY MTPUMEHEHUIO
ATRA** u XT nokazaim 0e3yclIOBHBIE IPEUMYIIECTBA JAHHOTO MOIX0/1a repea ctanaapTHoil XT.
XT cocrosiia 3 KypcoB aHTPALMKIMHAMHA B BBICOKHX J1033aX B COYETAHWH WK Oe3 IiuTapadrHa™*.
[Iporpamma couetanHoro npumeneHuss ATRA** u XT aHTpauumkiIMHaMu cTaja CTaHIAPTOM
nedenus nepsuuHbix OIJL.

OnHO3HAYHBIX JKECTKUX PEKOMEHAAIMi 1o BeIOOpY mporpamMmbl XT Her. Pesynbrarh
HECKOJIbKHX paHnoMu3upoBaHHbeix KU, Bemonnennsix B EBpore n CIIIA, mokasamu, uro Ha (oHe
noctosiHHOro npuema ATRA** sddextuBHOCT Mporpammel 7 + 3 (mo3a aayHopyOurmza** 60
Mr/mM2), wucraHcko mnporpammbl  AIDA, anrnmiickoii mporpammel  DAT/ADE, Hemenkoi
nporpamMel  TAD/HAM  onunakoBa [31]. BOJBIIMHCTBO HCCIENOBATENICH CKIOHSIOTCA K
IPUMEHEHUIO PUCK-aIalITUPOBAHHOTO MCIIAHCKOro MpoTokona AIDA, mockoiabKy MpH OJUHAKOBON
3¢ (HEeKTUBHOCTH y HETO CYIIECTBEHHO MEHBIIINE MOKA3aTeIH TOKCUIHOCTH.

OnbiTr Poccuiickol Hay4HO-HCCIIENOBATENILCKOW Irpynmbl 1o JiedeHuto OITJI moxHO
pe3tomupoBath B 2 dtana: 1) nmpumenenne 7 + 3 + ATRA** (1 mwtotHOe U 2 paHIOMU3UPOBAHHBIX
uccienoBanus) u 2) mnpuMeHeHue nporpamMmbl  AIDA  (TpetmHOMH**, wmMmapyOurmH**,
MUTOKCaHTpoH™*) [4]. DrTanm WHAYKIMOHHOTO JIEYEHUS CJIOXKHBIM M TpeOyeT MacCUBHOU

COHpOBOHHTeHLHOﬁ TEpalury, 3Tallbl KOHCOJMAAUWHW 3HAYUTCIbHO MCHEC TOKCHYHBI W MOTYT
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BBITOJIHATHCS B aMOyJIaTOPHOM PEKUME.

OTka3 OT HMCMONB30BaHUS CTAHIAPTHOTO TMOAXOJA JOJDKEH paccMaTpUBATHCS TOJBKO B
UCKJTFOYUTENBHBIX CITy4dasiXx, B KOTOpbIX XT MpOTHBONOKAa3aHa (HApUMEp, TsDKeNash OpraHHas
HEJI0CTaTOYHOCTbh, TEPAIUS AHTUKOAryJISIHTaMM, NMalueHT ctapiie 80 JIeT), a TakKe B TeX Ciyyasx,
KOTJ]a  ajJbTepPHATHBHbIE BApUAHTHl HUHAYKIUOHHON  Tepamuu  JUKTYIOTCS  COIMAIbHO-
SKOHOMHYECKUMHU (DaKTOpaMy WU MPOBEICHUEM KIIMHUYECKUX UCTIBITAHUM.

HNupykuous:
* ATRA** 45 mMr/m2, exxeIHEBHO, ITOcIe eibl (B 2 IpreMa) B TeueHrne MUHUMYM 30 THEH.
#Unapyounun** 12 mr/m2 1 pa3 B aens, Bo 2, 4, 6, 8-if AHM OT Hayana npHeMa
ATRA** kopoTkast ”HPy3usi.
Koncommpauus (1-it kypc)
» #lpapyouuun™** 5 mr/m2 1 pas B nens kopotkast uHpy3us, 1—4-ii 1eHs.
Koncompanus (2-i1 kypce) (AIDA)
* #MutokcanTpon®* 10 mr/m2 1 pa3 B ieHb KopoTkast uH}y3us, 1-5-if 1eHs.
* #ATRA** 45 mr/M2 exeTHEBHO, TTOcie e/bl (B 2 ipuema), 1—15-it neHs.
Koncommaanus (2 kypc) (mAIDA)
* MutokcanTpon™** 10 mr/mM2 1 pa3 B 1eHb kopoTkas uHpy3us, 1-3-if 1eHb.
* Hurapadéun™* 200 mr/m2 kpyrinocyrounas undysus, 1—7-it 1eHs.
* #ATRA** 45 mr/M2 exeTHEBHO, TTOcie e/bl (B 2 puema), 1—15-it neHs.
Koncommnauus (3-it kypc)
* #mapyonuun™* 12 mr/mM2 1 pa3 B 1eHb kopoTkast uH(y3us, 1 1eHb.
* #ATRA** 45 Mr/m2 exxeiHeBHO, TIOCIE epl (B 2 iprieMa), 1—15-i 1eHs.
IMoanep:xuBaroas Tepanus
* Mepkanromypun** 50 mr/m2 1 pa3 B IeHb, TOCTOSIHHO B TEYEHHE 2 JIET OT MOMEHTA
3aBEPILEHHS KOHCOIHUIAIINY.
* #MeTtoTpekcat™* 15 mr/m2 1 pa3 B Heiemr0 B/B B TeUCHHUE 2 JIET OT MOMEHTa
3aBEPILCHHST KOHCOJIHIAIIHH.
* #ATRA** 45 mr/M2 exxeTHEeBHO, TIocie e/1bl (B 2 ipuema), 1—15-if neHp kaxaoro 3-ro
Mecsilia B TeueHHe 2 JIeT OT MOMEHTA 3aBEPIICHHUS] KOHCOIUALIUH.

Cxema jeuenns OILI mo nporpamme 7 + 3

IIporpamma

HHIY KN/ IIpenaparsl

KOHCOJIMIALHH

7+3(1)+ATRA** [Mutapabun** 100 mr/m2 B/B 2 paza B cyTku B 1-7-ii neHb
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» JlayHopyOurmu** 60 mr/m2 B/B 1 pa3 B nmeHp B 1-3-ii 1eHb
17001
» MutokcaHtpon** 10 mr/m2 B/B 1 pa3 B nmens B 1-3-ii neHb
WIN
e umapyounmn®™* 12 mr/mM2 B/B 1 pa3 B nenp B 1-3-ii neHb
ATRA** 45 wmr/m2 exeaHeBHO, moclie enbl (B 2 mpuema), 10

noctxenus [1P

Hurapabun™* 200 Mr/mM2 B/B KpyIJ0CyTOYHO, B 1—7-i IeHb
* Naynopyourmna®* 60 mr/m2 /B 1 pa3 B 1eHb B 3—5-ii ieHb
WIIN

432 FATRA** * MuTOKCaHTpoH™** 10 Mr/™M2 B/B 1 pa3 B 1cHb B 3—5-i1 JIcHb

WITN

* uaapyounua®* 12 mr/m2 B/B 1 pa3 B geHn B 3—5-i1 eHb

ATRA** 45 mMr/m2 exxeIHEBHO, ITOCIIE €116 (B 2 MpUeMa), 10

noctxenus [1P

Jo3upoBka, criocod npuMeHeHus1, HexKeslaTeIbHbIe siBJeHnst ATRA** [4]

Jloza ATRA** coctaBmusier 45 Mr/mM2 B IeHb BHYTpb, 1032 MOXKET Pa3lIesaThcs Ha 2 pueMa—
YTPOM U BEUEPOM IIOCTE €1bl (3KENaTeNbHO C ONpeeNICHHBIM COJepiKaHueM XupoB). [Ipemapar
NpUHUMaETCA exkeTHeBHO J10 poctrxenus [P (muanmym 30 gueit, Ho He G6osee 90 nHEi).

Ha ¢one tepanuu ATRA** BO3MOXKHO pa3BUTHE CIEAYIOMIUX TOOOYHBIX 3 (HEKTOB:

1) rosoBHas 00Jb, COHJIIMBOCTh, MOTYT OIPEICIATHCS MEHHHICAIbHbIC 3HAKW (PUTHIHOCTH
3aTBIIOYHBIX MBIIII, CHHIpOoM KepHura), HucTarm;

2) TOIIHOTA, pBOTA (pa3BUTHE ITAHKPEATUTA);

3) Temmneparypa, KOTopas MOXKeT OBbITh Kak CyOheOpuiIbHOM, Tak 1 mogauMatbest 10 40 °C.

IIpu ormene ATRA** Temneparypa HOpMaiiu3yeTcst B cpeaHeM uepe3 24 4. B HeKoTopbIX
CllydasiXx, KOTJia €CTh TPYAHOCTH B Au(QEepPeHINATHHON NUATHOCTHKE IPHUPOIBI JTHXOPATKH—
MH(EKIMOHHAs WM Ha (oHe MmpuemMa peTHHOWAOB, Bo3MoxkHa oTMeHa ATRA** na 1-2 gms.
OeOpuiibHAS JTUXOPaJIKa Yalle BCEro conpoBoxkaaercs cumnromatukoid ATRA-cunapoma;

4) KOXKHBIH 3y]1, CyXOCTb KOXHU U CIIN3UCTHIX;

5) 60mH B KOCTSIX;

6) OTeKw;

7) crienuuveckre MHPUILTPATHI (KaK JICHKEMU/IBI) B KOJKE, HA TI1a3HOM JIHE;

8) MmosiBJIeHHE IUTO3a B CTUHHOMO3TOBOM JKUIKOCTH (ITPH UCXOHOM €€ HOPMAaJIbHOM COCTaBe);

9) noBbIlIEHNE YPOBHS TPAHCAMUHA3.
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[ToGounbie >¢dexTsl, pa3BuBIIMECS Ha (OHE MPUMEHEHUS TPETUHOWHA™™*, MOoryT
notpedoBaTh U3MEHEHHs Tepanuu. Harpumep, MpH TSHKENBIX TOJOBHBIX 00X, OOSIX B KOCTSX,
KOTOpBIE HE KYIUPYIOTCSI aHAJbIeTUKaMH, MOXKHO BBOJHTH HEOOJBIIME JI03BI JIeKcaMmeTa3zoHa™*
(2—4 Mr), HO IIUTENTHHOCTH €TO0 HA3HAUCHHUS JIOJDKHA OBITh KOPOTKOHM (MakCUMAaIbHO 7 JHEH), pu
COXpaHEHUH TOJIOBHBIX 00JIe MOXKHO YMEHBIIUTH U 103y ATRA** no 25 mr/m2.

[Tpu coxpaHsrOUMXCsi TOJIOBHBIX 00X (TIOCTIE UCKITFOYSHUS UX aHEMUYECKOM TPUPO/IbI WITH
B cBs3u ¢ BBejeHneM ATRA**) nmenecoobpasno BeimoauTth: 1) KT-uccnenoBanue wim MarHuTHO-
PE30HAHCHYIO TOMOTPA(HIO TOJOBHI (C HETBIO BBISBICHUS KPOBOUIUSIHUSA); 2) CIIMHHOMO3TOBYIO
OYHKUUIO ~ TOCNe  aJeKBaTHOM  TpaHC(yY3UOJOrMYECKOM  MOJArOTOBKM  (IEpelMBaHUe
TPOMOOKOHIIGHTpaTa) C LENbl0 HCKIIOYEHUS HekposelkeMun, WHGEKIMOHHOTO Tpoliecca
(BUpYCHBIN MEHUHTO’HIE(ATUT, KPUITTOKOKKO3 H JIP. ).

CyX0CTb KOXH M CIIM3HUCTHIX JIEYaT CHMITOMATHICCKUMHE CPEICTBAMH (YBJIQXKHSIOIIUHA KPEM,
MOJIOCKaHMA), KOXKHBIA 3yJ — Mpenaparamu Ui JiedeHus 3yda (BKJIIOYash aHTUTUCTAMHHHBIC
npenapaTtbl U aHEeCTETHKH), MPHU TSDKENBIX MPOSBICHUSX KOXKHOTO 3yla — HEOONBIIMMH J103aMU
(10—15 mr nmpeqHU30I0Ha**) TITFOKOKOPTUKOUIOB (OYCHB PEKast CHTYyaIus).65

[ToBbIIeHNEe aKTMBHOCTH TpaHCAaMWHA3, U3MEHEHHUS B aHAIM3aX MOYM (32 MCKIIOYCHHEM
3HAYUTENIFHON MPOTEMHYpUH — >1 1/11) HE TPeOyIOT, KpOMEe MOCTOSHHOTO KOHTPOJIS, KaKOTro-110o
TEpaneBTUYECKOr0 BO3JCUCTBHA. BHOBb BO3HUKIIAs 3HAYUTENbHAS MPOTEUHYpPHUS MOXKET OBbITh
nposiBiieHreM JIC wimm odeHb peakuM 1ooouHsM dddexrom. JIC KymupyroT aekcamerazoHoM™*,
€CITH €CTh U30JIMPOBAHHAS IPOTSHHYPHS — MOYKHO YMEHBIIHTH 103y ATRA** o 25 mr/m2.

Crnenyer OTMETUTb, YTO THUIEPKOATYISIIUOHHBIN CHUHApPOM, pasBuBarommuiics mpu OIJL
MOJKET CIYKUTh OCHOBOM Ui pPAa3BUTUSL JIETOYHOTO aclepruirie3a, OCOOCHHO B YCIOBHSIX
JUIITEIIFHOTO  MIPUMEHEHUS 10 T1OBOAy (heOpHIbHOW  JIMXOPAJKH HIMPOKOTO  CIIEKTpa
aHTHOAKTEPHUAITLHBIX CPEACTB ¥ HAa3HAYEHHS JIeKcaMeTazoHa™* npu momo3pennn Ha J[C.

®eOpribHas TUXopajika 0e3 BBISIBICHHOTO odara MH(EKIUU (BBIMONHSACTCS TIIATEIbHBIM
MOUCK HMH(MEKIMOHHOTO oyara — KaTerep, MapampoKTUT, MHPHUILTPAT IMOJIOBBIX I'y0, TaiMOpPHT;
OCYIIIECTBIISIETCS HeOTHOKpaTHBIN peHTrenosiorndeckuid (KT) KOHTpOb JIETOYHON TKaHH, MMOCEBBI
KpPOBU M3 BCHBI U KaTeTepa, KOHTPOJIh YPOBHS TaJlAKTOMaHHAHA B KPOBU U T. JI.) NIPH OTCYTCTBHU
JPYTUX MOOOYHBIX SIBIEHUM MOXKET OBbITh epBbIM Mpu3HaKoM pa3Butus J{C.

Taxke HepeAKo MpHU MepeIrBaHUM 3HAYUTEIBHBIX OOBEMOB JKUIKOCTH Y MAIEHTOB
pa3BHUBaeTCs TEperpy3ka IO MajoMy Kpyry KpoBOOOpamieHus (OTeK JIETKHX), YTO MOXKET
umuTHpoBath KaptuHy JC, mosToMy HEOOXOIMM >KECTKHI KOHTPOJb JWYype3a, CTUMYJIMPOBAHHE
Jype3a, BBEJCHUE B/B HUTPATOB, KaMICOEPErarouX TMypPETUKOB, KapAUOTOHUKOB.

B cBsa3u ¢ Tem, uto pa3BepHyThid JIC sBISETCS KUIHEYTPOKAIOIIMM COCTOSIHUEM, IPH

Mmaseiux npusHakax JIC:
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1) dpebpribHas muxopajka 6e3 MprU3HaKOB HH(EKIHH,

2) npIxarenbHas HeIOCTaTOYHOCTh +\— KPOBOXapKaHbE,

3) npubaBka B Macce Tena (0Teku +5 Kr),

4) peHTreHOJIOTHYecKasi KapTUHAa ¢ WHQWIBTpaTaMH, IOXO0Xas Ha JIETOYHBIA JUCTpecc-
CUHJIPOM,

5) nyeBpabHbII WK MEPUKAPIUATIBLHBIIN BBITIOT,

6) runoTeH3us,

7) ocTpas moyeyHasi HeZJIOCTaTOUHOCTb )

Hewmennenno nazHawyaercst nexcamerazon** 10 mr/m2 2 pasza B JieHb 10 KYITUPOBAHUS MPU3HAKOB
JC u ¢ mocraTouHo OBICTPOl OTMEHOHM BHOCHenCTBUM (0OIIas MPOJOKUTEIBHOCTh BBEICHUS
JekcameTa3oHa** — onTumanbHO 7 JHEH, BCIEACTBHE BBICOKOTO PHCKA Pa3BUTHS MH()EKIIMOHHBIX
OCJIOKHEHMH, 0COOEHHO IpUOKOBBIX). Takoi MOJX0J HACTOATEIBHO PEKOMEHIYETCs, HECMOTPSI Ha
TOT (aKkT, YTO HHU OJWUH W3 BBHIIICYIIOMSHYTHIX TNPU3HAKOB M CHMIITOMOB HE SIBIISIETCS
NAaTOTHOMOHWYHBIM, M OHHM cCaMH TI0 ce0e MOTyT OBIThb CBSI3aHBl C COIYTCTBYIOUIMMU
COMAaTHYECKUMH TpOOIeMaMi, TaKUMU Kak OaKTepHEeMUs, CETICHC, TPUOKOBBIE WH(EKIUH W
3acToMHas cepJeyHas HEAOCTaTOYHOCTh. [Ipu Hammuuu HMH(QEKIMOHHOIO IMpolecca, 3acCTOMHON
cepaeyHoil HemocratoyHocTu nauarHo3 JIC He ycTaHaBIMBAIOT, HO JaXe B ITHX CUTYaIHIX
Ha3HAYeHUE JeKcaMeTa3oHa™™ ompaBmaHo. YacToTa Ha3HaueHHs JeKcamera3oHa** Bo Bcex
MCCIICIOBAaHUSX HUKOT/Ia HE COBMAaeT ¢ yactoTou pazsurus [IC.

Pa3Butus cunmpoma audQepeHIMpOBKA OIMYXOJIEBBIX KIETOK MOXKHO OXHAATh Kak B
nepeeie AU mnpuemMa ATRA** Tak u mocne 3aBeplIeHUs BBEICHHS IMPOTHBOOITYXOJIEBBIX
npenapatoB Ha (oHe nponosmkatomierocst npuema ATRA**, Ha BbIXoJie U3 arpaHy/IoIMTO3a, aXe
Ipy HU3KKUX 1Udpax seiikonuros (Hanpumep, <2 x 10%). Yacrora muarnoctuku J[C 3aBucutr ot
IIPOrpaMMBbl JIEUEHUSI U KPUTEPUEB JAUArHOCTUKH, Bapbupys oT 2 10 50 %, Ha mporpamme AIDA
coctanisis 25 %.

Boirensror JIC: cpeaneii Ts:keetu — 2-3 cumnroma (B cpenHeM y 50 % MalMeHToB) U
TSEKeJbI — 4 1 6onee cumnToMoB (B cpenHeM y 50 %). Taxke otmeuaror pannuii AC (10 7 nHeid,
npumMepHo y 54 %) u nozaauii (8—14-if nerp — 5 %, 15—30-i gens — 36 %, 31—46-ii nenp = 5 %),
KOTOPBIE OTJIMYAOTCSI IO MPOLIEHTY JIETATBHOCTU: 36 U 9 % COOTBETCTBEHHO.

[Tpu Tsxenom JIC (McKyccTBeHHAs! BEHTHIISAIMSA JIETKHX, OCTPasi IOY€YHasi HEJIOCTATOYHOCTD)
ATRA** nomkHa OTMEHSTHCS, €€ MPHEM BO30OHOBISIETCS TIOCIE KYIHMPOBAHUS IBIXaTEIbHOM,
MEYEHOYHOM ¥ MOYEYHON HEJJOCTATOYHOCTH (MOYKHO B MTOJIOBUHHOM J103€).

Bpemennoe mnpekpamenne Tepanuu ATRA** mokazaHo mnumibp B cioydae pa3BUTHS
ceppe3HbIX mposiBieHui cunapoma auddepentmpoku OIJI (ecnim y mammeHTa pa3BHBaeTCs

mo4ycyHass HEAOCTAaTOYHOCTb HWIIN Tp€6yIOHII/Iﬁ nepesoaa B OTACIICHHC MHTCHCHBHOM TCparu
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pecrupaTopHbIid qucTpecc-cuHapoMm). Bo Bcex nmpyrux cimydasx tepamus ATRA** nomkHa ObITh
MIPOJIOIKEHA.

Ecnrn na ¢Qone Ha3HaueHmst nexcamerazoHa™* u mpopoipkeHHOro mpuema ATRA**
peructpupyercsi nporpeccusi JIC wmu orcyrcTBre 3¢¢eKkra Ha BBEIEHHE JeKcameTasoHa**, To
ATRA** cnegyer ormeHuTh. Eciu mocnie 3Toro oTBeT Ha BBEIEHHE JEKCaMeTa3oHa™* momyueH,
ClleflyeT TPOJIOJDKUTH TEPalHi0 0 TMOJHOTO HCYE3HOBEHUS CHMITOMOB, a 3aTeéM BO300OHOBHUTH
ATRA**

. Pexomenayercs naruentam ¢ OITJI mpoMexXyTOUuHOrO M HU3KOTO pUCKa (TPYIIIbI
pHUCKa B COOTBETCTBUH cO cTapoi kiaccupukanueit OIJI) npu Hanuuuy BO3MOXKHOCTH IPUMEHEHUE
B MHIYKUIMOHHOH Tepanuu komOuHaimu ATRA** u ATO [31].

Yposenv yoeoumenvrnocmu pexomenoayuu — A (ypogervb 0ocmogepHocmu 0oKazamenbcmes — 2)
KomMmenTapun: mocie cooOiieHnid 00 ycnemHblX pedynbratax JieueHuss ATO manueHToB ¢
peunauBamu OITJI u3 Kutas, a 3atem u U3 3amagHeIX cTpaH, ObuT mpoBeseH psia KU, HarpaBieHHBIX
Ha oueHky 3¢ dextuBHOCTH ATO B nHaykumonHoW Tepanuu nepBuuHbix OILJT [34-36]. Yacrota
noctwkenus 1P B aTux uccnenoBanusix BappupoBana ot 86 10 95 %. OgHako ciieqyeT OTMETUTD,
gyro ATO couerancs ¢ Tepamueit ATRA** w/mmm XT.

[Nockonbky ATO cTau IMPOKO NPUMEHSTH B KAUECTBE TepaNuu Kak 2-i, Tak U 1-il 1MHun
y narueHToB ¢ OIUL, To mo6ounsiM 3dexram, BOZHUKAIOIMIUM BCIIEICTBUE €0 HCIIOIb30BAHUS,
MIOCTOSIHHO YJIENISAIOT CYIIECTBEHHOEe BHUMaHHE. K cepbe3HbIM OCIOXKHEHUSIM OTHOCST CUHAPOM
mddepennmpoBku omyxonesbix kierok OIJI, pazsutue runeprneiikonurosa, yamuaenne QT/QTc-
MHTEpBaJa, nepudepriecKyro NoJMHENPOnaTHIO, IOBPEXIEHHUE NeYeHH U nouek [37,38].

. Pexomenayercss mnponomwkuth JjedeHne ATRA** 1o koHcTaraimu mosiaHOM
remMaroJiorndeckoi pemuiccuu [ 1-3,5].

Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposenb 0ocmosepHocmu 00Kazamenbcmes — 3)

o He pexomenayercst MEHATbh CTAHAAPTHYIO MHIYKIIMOHHYIO TEPAIUIO B 3aBUCUMOCTH
OT BBISIBJICHUS MapKepOB, KOTOPHIE pacCMaTpUBAIOTCS KakK (haKTOpbl HEOIArompHATHOrO MPOTHO3a
(Takue Kak BTOPUYHBIE XpPOMOCOMHBIE HapymieHus, myTtauus FLT3, skcrpeccuss CD56 u BCR3
PML-RARA) [1-3,5].

Yposenv yoeoumenonocmu pexomenoayuu — C (ypogenvb 0ocmosepHocmu 00Ka3amenscmes — J5)

o He pexomenayercsi MOAM(HUIMPOBATh JICYEHHE, OCHOBBIBASCH HAa OOHAPYKCHUU
OmactHpix kietok B KM, naxe Ha 50-if u Oosee neHb JiedeHus (MO3AHSAS TEpMUHAIbHAS
TG QPepeHIInpoBKa) U MPHU BBIABJICHUU XUMEPHOTO T'€HA C MOMOIIBIO IIUTOTCHETHMYECKOTO WIIH
MOJIEKYJIIPHOT'O aHAJIM3a B 3TH K€ Cpoku [ 1-3,5].

Yposenv yoeoumenonocmu pexomenoayuu — C (ypogenvb 0ocmosepHocmu 00Ka3amenscmes — J5)

Jleyenue koaryjionaTum
40



e Pexomenayercs nauuenram ¢ epuduuupoBanHsiM O B mporiecce MHIYKIIMOHHON

Tepanuy NPUMEHSATh TPAHCPY3UOHHYIO TepAIUIO0 TPOMOOKOHIIEHTPATaMHU IS IOAIEP>KaHUs YPOBHS
TpoMOoImTOB KpoBu >50 x 10%1 wm  C3II/KpuUONpenunuTaToM mjis IOIEPKAHUS yPOBHS
¢ubpuHorena >2 r/1, mporpoMouHOBOro uHIekca — >80 % [1-3,5].
Yposenv yoeoumenornocmu pexomenoayuu — C (ypogerb 0ocmosepHocmu 00Ka3amenscmes — J5)
KommenTapuu: ucnonszoBanne ATRA** He OTMEHMIIO arpecCMBHOM 3aMECTUTENFHOM Teparnuu
KOMITOHEHTaMHU KPOBH, a JIMIIb HECKOJIBKO YMEHBIINIO 00BEMBI UCTIOIB3YEMBIX TPaHC(HY3MOHHBIX
CpPEICTB.

o He pexomeHnayercsi MCHONB30BaTh B PYTUHHOW TMPAKTHKE TeMapuH HATpus**,
TPAHEKCAMOBYIO KHCIIOTY**, Ipyrue aHTUKOATYJISIHTBI HJIM MHTHOUTOPHI (PMOPHHONI3a, TaK KaK X
MIPEUMYILECTBO OCTaeTcs CIopHbM [ 1-3,5].

Ypoeenwv yoeoumenvnocmu pexomenoayuu — C (ypoeHb 0ocmosepHocmu 00Kazamenbcmes — )

Jleuenue runepeiikonuTo3a

o Pexomennyercst mauuentam ¢ BepuduuupoBanabiM OILJI ¢ rumepneiikonuTozom
(ocobenno Gomee 50 x 10°m) ma doue mnporpammel XT mposenenre IuiazMadepeson
(mmazmaobmenoB o 1,5-2 i) [1-3,5].
Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposerv 0ocmosepHocmu 00Kazamenbcmes — 5)
KommeHTapuu: BbINoJIHEHHE IU1a3Madepe3oB IMOKa3aHO HE TOJbKO B KAuyecTBE IPOLEIYPHI,
HANpaBICHHOW Ha TPO(UIAKTHKY M JICUYCHHWE CHHAPOMA paclaja OMyXOJH, HO TaKkKe W Ha
KOPPEKIIMIO KOAryJIIHUOHHbIX ociioxkHeHu# (JIBC-cunapom).

. He pexomenayercs namuenram ¢ OILJI npoBencnue neiikadepesa uz-3a pricka
pa3BuTHs (haTanpHBIX reMopparuueckux ocinoxknenuit u JIBC-cunnpoma [1-3,5].

Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposeHb 00cmosepHocmu 00Ka3amenbcmes — 5)

Jleuenune nodounsbix 3¢pextoB ATRA**, [IpodpunakTika u jeyeHne cHHAPOMAa
nuddepeHIHPOBKH OMYX0JIEBBIX KJIETOK

o Pexomenayercsi BceM NalMeHTaM MOJOMpaTh WHAWBUIYAIBHO PEXHUM TEparvu
ATRA**, mpu HE0OXOIUMOCTHU €T0 U3MEHSThH JJIsl YMEHBIICHUS TOOOYHOTO ASUCTBUS Mpernapara u
MIPEeJOTBpAILEHUS pa3BUTHs WM yMeHblueHus npossienui JIC. [39].
Yposenv yoeoumenonocmu pexomenoayuu — C (ypogervb 0ocmosepHocmu 00Ka3amenscmes — J5)

° Pexomenyercst Bcem nanuentam ¢ OITJT ¢ konmyectBoM nelikonutos >10 x 10%/1
Ha3Ha4yaTh JeKcaMeTa3oH™* B mo3e 2,5 Mr/M2 2 pa3a B CyTKH BHYTPHUBEHHO (B/B) B T€UeHHE 2—3

JHEH ¢ nenbio npodunaktuky pazsutus IC [39].
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Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposerb 0ocmosepHocmu 00Kazamenbcmes — 3)

o Pexomennyercss Bcem manuentam ¢ OIJI ¢ MUHUManbHBIMH TOAO3PEHUSIMH HA
Hayvajo pa3sutusa JIC HezamemMTeIbHOe Ha3HaYCHHE AeKcaMmeTazoHa™ ™ B qo3ze 10 mr/m2 v 20 mr
2 pa3a B CyTKH BHYTpUBEHHO 10 Kynuposanus J{C [39].

Yposenv yoeoumenornocmu pexomenoayuu — C (ypogerb 0ocmosepHocmu 00Ka3amenscmes — J5)
KommenTapwii: BBefeHue AekcameTa3oHa™* naxe mpu maneitmem nono3pernun Ha JC sBrsiercs
CTaHIAPTHBIM MOAXO0J0M K jiedeHuto JIC, HeCMOTpsl Ha TO YTO MpsIMBbIE JI0KA3aTeIbCTBA TOMY, YTO
NpO(UIAKTUYECKOE BBEJICHHUE TJIFOKOKOPTUKOMIOB CHIDKACT JIETAJbHOCTh, CBA3AHHYIO C JTHUM
CHHJIPOMOM, OTCYTCTBYIOT. TeM He MeHee B HCKOHTPOJIHMPYEMBIX UCCIICIOBAHUIX OBLIO TOKA3aHO,
YTO MPOLEHT (aTambHbIX KcxoaoB npu passutuu JIC Ha (oHe mpoduiIakTH4ecKoro BBEACHHUS
[JTIFOKOKOPTUKOU/IOB Y TIAIIMEHTOB C JIeKomuTamu Oosee 5 % 10%/1 cHmkaeTcs.

Beposithocts paszutusi [IC OImyXoJieBbIX KIIETOK BBINIE y TMAIMEHTOB C MHUIUMAIBHBIM
JeikonmTo30M (>5 % 10%1) u HapymeHueM QYHKIME MoYeK (KpearuHud >123 MkMoib/i). [Toatomy
pannee Havano XT B couerannu ¢ ATRA** u npodunakruueckoe BBeIeHHE TTIOKOKOPTUKOHUIOB
SBISIFOTCS CTAaHJAPTHBIM TOAXOJOM K JICUCHHIO B JTOM YIrpOXKAaloLIeH J>KU3HU CHTyaluu. Y
HAIMEHTOB ¢ 9uCiIoM JedkomuToB >10 X 10%m XT 0OBIMHO HAYMHAETCS B TEYEHUE HECKOJIBKHX
qacoB mocie mpuema rmepBoil 10361 ATRA**. VMIMeHHO 3TO MO3BOJNSET B3SATh ITOJ KOHTPOJIb
KOAaryJonaTuio Mpu OJHOBPEMEHHOM CHIKEHUH pucka pa3Butus [IC, yacToTa KOTOPOro 0COOEHHO

BBICOKA y 9THUX ITAIITUCHTOB.

. PexoMenayercst BpeMeHHOe Tpekpaiienue crerupuuyeckoir tepanuu (ATRA**)
TOJIBKO B CiTy4asx Tspkeno rnporekatoriero JC [1-3,5,39].

Yposenv yoeoumenornocmu pexomenoayuu — C (ypogerb 0ocmosepHocmu 00Ka3amenscmes — J5)

Ouenka 3¢ peKTHBHOCTH HHAYKIIMOHHON Tepanuu

Pesynprarel MOP(}OIOrHnIecKOro, MUTOreHETHYECKOTO W MOJIEKYJISIPHOTO MCCIIEIOBAaHHUN B
KOHIIE MHIYKIIMOHHOW Teparuy JOJDKHBI MHTEPIPETUPOBATHCS € OONBIION OCTOPOKHOCTHIO. Kak
y’Ke OTMeYalnoch, MOP(OJIOrHUEcKHe OCOOEHHOCTH, OOHApY)KUBAIOLIMECs B  Ipolecce
i depeHIMpoBKY OJIACTHBIX KJIETOK Ha ()OHE TapreTHOM TepanuH, BCTPEYaroTcsl Ja)ke IMocie
HECKOJIbKUX HeJllellb OT Hauvana jiedeHus (no 40-50 gueil) 1 MOTyT NPHUBECTH K OLIMOOYHOMY
YCTaHOBJICHUIO TIEPBUYHON pe3ncTeHTHOCTH. Kpome Toro, 3aaepxka mudepeHInpoBKH OIaCTHBIX
KJIETOK MOXXET TIpUBeCTH K OOHapyxeHuto kierok c¢ t (15;17) meromamm cranmapTHOH
muroreneTuky win FISH, B ocoOeHHOCTH KOT/1a 3TH TECThI BBIIOIHAIOTCS B PaHHHE IIEPUO/IbI I10CTIE
3aBEPLUCHUS] UHAYKIIMOHHOTO Kypca. OTH MOP(OIOTNYECKUE U IIUTOrCHETUUECKHE UCCIIEI0BaHUs

HE JOJDKHBI TMPHBOAWUTH K Moaupukarmm JyedeHus. A sedenne ¢ ATRA** nomkHO OBITH
42



MPOJIOJKEHO, YTOOBI O0OECIEeYUTh JOCTATOYHOE BpeMs MJisl TEepMHUHAIBHOU nuddepeHIMpOBKU
OmacTHbIX 1eMeHToB. Kak ob6cyxnanock Beiie, [IP mocturaercss mpakTHUECKH BO BCEX CIIydasix
OII ¢ noxazanubM xuMepHbIM reHoM PML-RARa.

MonekynsipHOE HCCIIeI0OBaHUE MOCIE NEPBOro Kypca MHAYKIMOHHOM Tepanuu HE UMEET
0O0JIBIIOr0 KJIMHUYECKOTO 3HAYEHHUS, TaK KaK IMONOKUTeNbHbIA pesynpTar I[P Ha 3TO# cragun
MOKET OTpa)kaTh 3aJEPKKY CO3PEBAHMS ONMYXOJIEBBIX KJIETOK, & HE MCTHUHHYIO PE3HCTEHTHOCTb.
Takum 00pa3zoM, Bpauu JOJDKHBI BO3JEPKUBAaTbCA OT TEPANEBTUYECKUX PEIIEHUH Ha OCHOBE
Pe3yJIbTaTOB B 3TH KOHTPOJIBHBIE CPOKH. B IIPOTHBOIIONIOKHOCTE 3TOMY, pe3ynbTarsl [I1[P-anamusa,
MIPOBEJCHHOIO IMOCJE 3aBEpUICHUs KOHCOJMJALMHU, IO3BOJIAIOT OINPEAETSATh PUCK PELMIUBA Y
KOHKPETHOTO NaI[UEHTA.

Konconnmupyromas repanus

Heo6xoanmMocTh KOHCONMMIAIMKM W JUTMTETBHOW mojyiepkuBaromeid teparmu npu OILT
JI0Ka3aHa elle B «IopeTuHouanyro 3py». C MomenTa BHenpenuss ATRA** 6buto mokaszaHo, 4To
MosiekyJsipHas pemuccust OIUJl  pocturaercs npumepHo y 95 % mnanueHToB mociie Tpex
nocnenoBaTenbHbIX KypcoB XT ¢ anTpanuxinHaMu (1 MHAYKIMOHHBIN M 2 KOHCOIMIUPYIOLIHX).
Jannbiii ¢akT ¥ cTayl OCHOBOW JUISl MPUHSITHUS STOTO MOAX0/a KaK CTaHAapTa KOHCOJIUAUPYIOLICH
tepanuu [1-3,5,40]. OnHako HEKOTOpPBIE BOMPOCHI, CBA3aHHBIE C ATOM (a3ol Tepamuu, OCTAOTCS
CIIOPHBIMHU.

° Pexomenpyercst nanmentam ¢ OIJ], 3aBepuMBIIMM WHIYKIIMOHHBIHN 3Tall JIEYEHUS,
NPUMEHEHNE KOHCOIMIUPYIOIeH Tepanuu ¢ BkitoueHneM ATRA** s CHIKEHUs] BEPOSITHOCTH
pa3BuTHs peruarBa 3adoeBanus [ 1-3,5,40].

Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposeHb 00cmosepHocmu 00Ka3amenscmes — 3)
Kommenrapwii: npumenenne #ATRA** B cranmapTHol no3e (45 Mr/mM2 B ieHb) B TeueHue 15 aHei
B coyetaHuu ¢ XT B meprosi KOHCOIUIUPYIOILEro JEUSHNsI CHIKAET PUCK pa3BUTHA peruausa [41].
Poccuiickas rpymnna no neuenuto OJI pexomennyer npumenenne ATRA** Ha Bcex sTanax tepanuu
OII [4].

. Pexomenayercsa namuentam ¢ OIUJI, momy4yaBmIMM Ha WHIYKIIMOHHOM 3Tale
ATRA** u XT, npoBoauTh 3 Kypca KOHCOJIUAALUH, BKIIOYAIOIIEH aHTPALMKIMHBI (MAapyOHLuH™*,
TayHOPYOUIIMH™* 1 MUTOKCAaHTpOH™*) (CM. BBIILIE)

Yposenv yoeoumenonocmu pexomenoayuu — A (yposenb 00cmogepHocmu 00Ka3amenbems — 2)

. Pexomenayercss mnaumentam ¢ OIIJI  Bbicokoro pucka, TIOJIy4yaBIIUM Ha
uHAYKIHOHHOM dTane ATRA** u XT, npoBoauTh KOHCOMHMIAIMIO ¢ BKIIFOUECHUEM 110 KpailHel Mepe
1 xypca XT co cranmapTHBIMH WM CPETHUMU J103aMU LIuTapabuHa™* (cm. Beiie) [42].

Yposenw yoeoumenvrnocmu pexomenoayuu — B (ypogenvb docmogeprocmu 0okazamenbcms — 3)
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KommMmeHnTapuii: co BpeMEHH MEpBOrO YCHEIIHOrO OIbITa HCIOJIF30BAHUS JayHOPyOUIMHA** B
Ka4ecTBE MOHOTEpaluyd U JO0 HACTOSIIEro BpeMeHu poisib nutapaduna** mpu OILI ocraercs
copHoil. Hu onHO M3 uccnenoBanmii, npoBeieHHBIX a0 mosiBieHuss ATRA** B tom umcie
PaHIOMHM3UPOBAHHBIX, HE MMOKA3aJI0 MPEUMYIIECTB I00aBICHUs IHUTapadrHa™* K aHTPAIMKIMHAM
[0 CPABHEHUIO C UCIIOJIb30BAHUEM BBICOKHUX 103 aHTPAIMKIMHOB. C BKIIOUEHHEM B OOJBIIMHCTBO
KJIACCHYECKUX MPOTOKOJIOB ATRA** criopsl 0 posi iutapabuna™* ocranuch HepereHHbMu [31].

Cnemyer OTMETUTb, YTO COBMECTHBIM aHajIM3 pE3YJIbTAaTOB JICUEHHs IMAI[MEHTOB,
BKitoueHHbIX B uccienoBanuss PETHEMA u Espometickoit rpynmsr OITJI, mpoaemMoHCTpupoBa
OJIMHAKOBO HM3KYIO YaCTOTy Pa3BUTHs PELUAMBOB y IMALMEHTOB MOJIOKE 65 JeT ¢ JeHKonuTaMu
<10 x 10°n B neOrore 3a00J€BAHMSA HE3ABUCHMMO OT TOIO, KaKyl0 TEpPAlMI0 UM IIPOBOJIMIN:
MOHOTEPAITUIO AHTPALMKIMHAMA WJIM AHTPAIMKIMHBI B COYETAHUHM C LuTapadbuHomM™*. Tem He
MeHee OBUIM TIOJTy4eHBI Pe3yibTaThl B MOJB3Y BKIIOUEHHS IUTapaOrHA™* y MalMeHTOB BHICOKOTO
pUCKa ¢ MHULMAIBHBIM JIeHKoIuTo30M >10 % 10°/1, MOCKOJIBKY 4acToTa PasBUTHs PELMIMBOB Ha
MOHOTEpAINK aHTPAITMKIMHAMU ObLia BhIIIE [42].

Poccwuiickast mccnenoBaTenbCKasi Tpynma MpeajaraeT MPUMEHATh NUTapaduu** y
NAIMEHTOB U3 TPYIIbl BHICOKOTO pUCKAa B NEPUOJ] KOHCOJUIALMU B KAueCTBE OJHOIO U3 TPeX
KypcoB KoHconmuuarmu (uutapadun®* 200 mr/m2 B 1neHb B BHJE MOCTOSIHHOW B/B MH(Y3UU B
TeYeHHEe 7 JHEW B COYETAHWU C MUTOKCAaHTpoHOM™* 10 mMr/mM2 B 1-3-i 1HH) B paMKax IPOTOKOJIA
AIDA [4].

. Pexomenayerca namuentam ¢ OINJI, momy4aBmIMM Ha WHIYKIIMOHHOM 3Tale
ATRA** u ATO, npoBoauTh KoHcOMHOanuio Tarke komonHammed ATRA** u ATO (cm. Bblle)
[37,38].

Yposenv yoeoumenvrnocmu pexomenoayuu — B (ypogervb docmogeprocmu 0okazamenbcms — 2)
Kommenrapwmii: kak yxxe orMedaniocs, ATO sBisieTcst oqHUM U3 caMbIX 3(h(heKTHBHBIX TpEeTapaToB B
neyenne OINJIL Ilocne ogHOTO MHAYKIIMOHHOTO Kypca HEOOXOIMMO €ro MPUMEHSTh U B MEPUO
KOHCONMIauuu.  JlokazaTelbHbIX  MCCIENIOBaHMW,  YKa3bIBAOIIMX  HAa  ONTHUMAJIbHYIO
MPOJIOIKUTENIFHOCTh KypCOB KOHCONMHUAAIMU, UX YHUCIO, HeoOXoaumocTh couetanus ¢ ATRA**,
IIOKa HE MpoBeAeHO. B Hacrodiiee BpeMsi MPOBENEHbI PaHIOMU3UPOBAHHBIE MPOCHEKTHBHBIC
UCCIIEIOBAHUs, KOTOPBIE J0Ka3aiud BBICOKYIO d(dektuBHOCTs ATO mpu HU3KOH TOKCHUYHOCTH B
nedenuu nauueHToB ¢ OILJT u3 rpynmnel HU3KOro U MPOMEXKYTOYHOIO pUcKa. B 3THX nccnenoBanusx
ObUTH TIPEIYCMOTPEHBI YeThIpe 4-HenenbHbIX Kypca koHcomumanuu ATO u BoceMb 2-HeAeTbHBIX
kypcoB ATRA** [37,38].

. Pexomenayercs ManueHTaM c OI I, 3aBEPLUMBIINM pOrpaMmy
KOHCOJIMJUPYIOILLEH Teparuu, MOJEKYJISIPHO-TEHETUYECKOE MCCIEeN0BaHne MyTauuid B rene PML-

RARA wmerogom IILP ¢ 4yBCTBHUTENLHOCTHIO MO Kpaiinedl mepe 1 x 10% mo KM mis oueHku
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MOJIEKYJIIpHOM pemuccuu [ 1-3,5].
Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposerb 00cmosepHocmu 00Kazamenbcmes — 5)

. He pexomenayercst y mauuentoB ¢ OIUJI B mepBoil MOJEKYISpHOM pemuccuu
BBINIOJIHATH ayTo- uiu auio-TT'CK [1-3,5,40].

Yposenv yoeoumenornocmu pexomenoayuu — C (ypogerb 0ocmosepHocmu 00Ka3amenscmes — J5)
Kommenrapuu: Bemonnenne TI'CK y mauuentoB ¢ OIUI B nepBoii [P He nmokazano. s kpaiine
HE3HAUYMUTENIBHOM YacTu mauueHToB ¢ nepcucreHiern MODB mocrne 3aBepiieHusi KOHCOJIMOALUN
ao-TT'CK cnemyer paccmarpuBarh JIMIIL B TOM cliyyae, ecid ectb noaxomsumid HLA-
UICHTUYHBIN JTOHOpP. M3-3a TOrO, 4TO y 3THX MAIMEHTOB MOTYT OTMEYAThCS PAaHHUE PEIUIUBBI,
MOKET OBITh WCIHOJb30BaHa JOMONHHUTENbHAs Tepamus (Hampumep, ATO) ¢ menbio KOHTPOJs
3a00seBaHus ¥ JUIs TOCTHKEHHs MoJiekyIsipHoii [1P nepen TpaHcmianTanueii.

B mnacrosimee Bpemss moutu Bech ombiT B TI'CK Obul OCHOBaH Ha HCIHOJIB30BaHUU
MUEI0a0JIATUBHOTO PeKUMa KOHAMITMOHUPOBAHUS. J[aHHBIX O MPUMEHCHUU PeKUMa IMOHMKCHHON
WHTEHCUBHOCTH IIPU 3TOM 3a00JIEBaHUH HET.

VY nanueHToB M3 TPYIIbI BBICOKOIO PHCKA Pa3BUTHS PEUUAMBA IOCIE JIOCTHKECHHS
MoJiekyJsipHoi [TP MoxkeT ObITh OCYIIECTBIICHA 3ar0TOBKA ayTOJIOTMYHBIX CTBOJIOBBIX KJIETOK KPOBU
¢ uenbto BbmonHeHus ayto-TI'CK kak koHconmumupyromieil tepanuu. [Ipu 3ToM HeoOxoaumo,
YTOOBI B COOpAaHHOM KJIETOUHOM cyOcTpare metooM [P xuMepHsIi TpaHCKPHUIIT HE ONPEAEIISIICS.
HecMotpss Ha Xxopoume pe3ynbTarhl, JOCTUTHYTHIE NPU HUCHOIB30BAHMU 3TOrO IOJAXOAA, POJIb
TPAaHCIUIAHTAlIUM SIBJIIETCS HEOINPEJENICHHOM, IIOCKOJIbKY, Kak IOKa3al psj HCCIEI0BAHU,

JIOJITOCPOYHAst PEMUCCHSI MOKET OBITh JJOCTUTHYTA C IOMOILBIO HECKOIbKUX KypcoB ATO.

IMopnepxuBaroimas repanus

o Pexomennyercst y manuentoB ¢ OILI, 3aBepmmBIIMX TporpamMmy HHIYKIUU U
KOHconuaauu pemuccun 6e3 npumerenust ATO, nmpoBoauTs noepkuBaroiee iedenue ATRA**,
METOTpeKcaToM™** ¥ MepKanTOmypuHOM™* B TedueHHe ABYX JIeT JHOO0 MO KOHCTATallud PEIH/IHBa
[33,43].
Yposenv yoeoumenvrnocmu pexomenoayuu — B (ypogervb docmogeprocmu 0okazamenbcms — 2)
KomMeHTapuu: HecMOTps Ha TO 4TO A PEKTUBHOCTH IOIICPKUBAIOIICH Tepanuu OblIa JOKa3aHa B
JBYX PaHIOMHU3HPOBAaHHBIX HccienoBaHusX [33,43], mpomoKaloTess JUCKYCCUU O HEOOXOIUMOCTH
€e IPUMEHEHUsI Y TTAIlIEHTOB B MOJIEKYJISIPHOW PEMUCCHHL.

Poccwiickasi uccienoBarenibckasi rpyrna PeKOMEHIYET HCIONb30BaTh JUIUTEIBHYIO 2-
JIETHIOIO TTOJICP>KUBAIOIIYIO Tepanuio y Beex manueHtoB ¢ OITJI He3aBUCHMO OT IpyYIIbI pUCKa IPU
00s13aTeTFHOM MOJIEKYJIsIpHOM MoHUTOpuHre MODB M OonTHMabHBIM CUMTACT MOICP)KUBAOIIEE

neuenue o nporpamme AIDA [4].
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[TonnepkuBaromiasi Tepamnusi MepkantomypuHom™* B nmoze 50 mr/m2 1 pa3 B neHb
MOCTOSTHHO (MOJIOKOM HE€ 3alliBaTh) W #MeToTpekcatoM™** B moze 15 mr/m2 1 pa3 B Heaemnto
HaunHaetcst yepe3 30 mHel mocie nocienHero Kypea koncomunanui. #ATRA** — B Tedenne 2 Her,
(1-15-i1 num) u npumensiercs 1 pa3 B 3 mec. [4].

XT npekparaercs yepe3 2 rofja OT MOMEHTA 3aBepILECHHs KOHCOJIUAAIIUH, €CITU B TEUCHUE
BCEro Meproa HaOI0IeHNs He ObLITH OTIpe/IeNICHbI MOJIEKYJISIPHBIE PELIUANBEL

o Pexomennyercss Bcem manumentam c¢ OIUI, momydarommiM mOJAEpKUBAIOLLYIO
TEeparuio, peryjasipHoe BbImosHeHue oomero anammsa [1K ¢ moacuerom neikormTapHoii hopMyIsl 1
OTIPE/ICIICHNEM YHCIIa PETHKYJIOLUTOB M TPOMOOLMTOB JJIsi CBOSBPEMEHHOW MOIU(UKAIMU 103
[UTOCTAaTUYECKUX ITpenapatos [ 1-3,5].

Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposerb 00cmosepHocmu 00Kazamenbcmes — 3)

Yucio JedKouuTOB Yucsi0 TpoMOOIIUTOB Ho3a 6-MII
6ounee 2,0x10%/n 6onee 100x10°/1 100% 10361
or 1,0x10%/n ot 50x10%/n 50% ot 1036l
10 2,0x10%/n 10 100x10%/71
menee 1,0x10%/n menee 50x10%/x 0%
. Pexomenayerca Bcem mnauuentam ¢ OIJI, mosydarommM HOIIEPKUBAKOLLYIO

Tepanuio, ¢ yacToToi 1 pa3 B 3 Mec BBINOJIHATH LIUTOJIOIMYECKOE UccienoBanue mynkrata KM, a
TaKXKE MOJIEKYJIsIpHO-TeHeThuYeckoe uccienopanue reHa PML-RARA  wmeromom IIHP ¢
4yBCTBUTEIBHOCTLIO 10 Kpaiineil mepe 1 x 10* mo KM s xoutpons MOB u cBOeBpeMeHHOI
JIMarHOCTUKU peruausa [ 1-3,5].
Yposenv yoeoumenonocmu pexomenoayuu — C (ypogenvb 0ocmosepHocmu 00Ka3amenscmes — J5)
KommeHTapuil: nmpu KOHCTaTalluM MOJIEKYJISIPHOTO penuauBa (ABaXabl 1mo3uTuBHbIN oTBeT [1L[P
win couetanue [II[P u FISH), Bo3Hukmero Ha (oHe MOAIEPKUBAIOIIETO JICUCHHUS, Teparus
W3MEHSETCSL.
Ocoobie ciryuan OILJI

ITanmeHTsI cTapIeii BO3PACTHOM IPyNIIbI

. Pexomenayercs naiueHToB ctapiie 60 JeT B XOpOILIEM COMAaTW4ecKOM CTaTyce
JIEYUTD TaK K€, KaK U OCTaIbHbIX mauueHtoB ¢ OILI ¢ yuerom Koppekuu 103 HUTOCTATUYECKUX
npenapartos [45].
Yposenwv yoeoumenvrnocmu pexomenoayuu — C (yposerb 0ocmosepHocmu 0oKkazamenbcmes — 4)
Kommenrapwii: B ommuue ot apyrux ¢gopm OMJL, OIUI y MOXHIBIX MAIMEHTOB BBISBISECTCS

CPaBHUTEJIBHO PEIKO M MMEET OTHOCHUTEIBHO ONaronpusiTHI ncxod. D(H(HEKTUBHOCTH JICUEHHS
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noxuieix marmeHToB ¢ OIUJI comocraBuma ¢ TakoBoil y Mojoabix. Kpome TOro, moskuiibix
MAIMEHTOB Yallle BCEr0 OTHOCAT K TPYIINE HU3KOTO PUCKA MO CPABHEHUIO ¢ MOJOAbIMU. OJIHAKO Y
MOXKWJIBIX JIUI] 3HAYUTEIIHO BBIIIE MOKA3aTeIM TOKCUYHOCTH, OOYCIOBJICHHOM Tepanuen (Oosee
BBICOKasl 4acToTa pa3BUTHUS CEICUCA W YBEIMYEHUE CMEPTHOCTH, CBSI3aHHOW C JICUCHHUEM).
Poccuiickast uccnenoBarensckasi TpyIna PEKOMEHIYeT MPUMEHSITh Yy TMOXKWIBIX MAaIEeHTOB
npotokon AIDA, B KOTOpoM ITpeTyCMOTPEHO CHUKEHHUE JJ03UPOBOK AHTPALIMKIMHOB [4].
ITauueHTHI ¢ TAAKEI0H CONMYTCTBYIOLIEH MaToJI0ruei

. PexoMenayeTcst ManyieHTaM C TSDKEJIOM COIYTCTBYIOIIEH MTATOJIOTUEN pacCCMOTPETh
BO3MOXKHOCTh JieueHus: komOuHammeii ATRA** u ATO 6e3 HCIONb30BaHUS ITUTOCTATHYECKIX
npenapatos [ 1-3,5,40].
Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposerb 00cmosepHocmu 00Kazamenbcmes — 3)
KommenTtapwmii: 6610 pa3paboTaHO HECKOJIBKO AJITEPHATUBHBIX MOXO0B B JICUCHUH TTAIIIEHTOB C
OI1JI, HanpaB/eHHBIX HA CBEJECHUE K MUHUMYMY IpuMeHeHHs X T. BoJbIIMHCTBO U3 HUX OCHOBaHbI
Ha npumeneHnn ATRA** u ATO ¢ munumansHoM XT wim 6e3 XT. DTu moaxonsl MOryT ObITh
UCIMOJIb30BAHbl Y TOXKHIBIX M MOJIOJBIX TAIIMEHTOB C TSDKEJIOW COIMYyTCTBYIOIIEH MATOJIOTHEH,
KOTOpbIM MHTeHCHBHAs X T MpOTHBONOKa3aHa (HapuMep, y NalMEHTOB ¢ KapHalbHOW aToJoruen
WIN JPYroi cepbe3Hol opraHHoi natonoruei). Kak u npu tepanuun ATRA** ¢ anTpauukivHamy,
LENBI0 JICYCHUSI y TAaKUX TMAlMeHTOB JOJDKHO OBITh JTOCTHKEHHE MOJIEKYJISIPHOW PEMHUCCHUU C
MOCTOSIHHBIM MOHUTOpUHroM MOB ¢ nenbio omnpeneneHus: HEOOXOJUMOCTU B JIOTIONHUTEIbHON
TEpauy.
Jleuenune OILJI mpu GepemMeHHOCTH

JHuarnoctuka OILJI Bo Bpemsi OepeMEHHOCTH — COOBITHE JOBOJILHO PEAKOE, HO TeM He
MEHee BIIOJIHE peaibHoe. B 3Tol cuTyanuu Bompoc permiaercs cxoxum c jedenuem Bcex OJI
obpazom [46]. Ilpu nuarHoctuxe OITJI B I TprmMecTpe pekoMeHyeTcst ipepbIBaHe OEpEMEHHOCTH.
Ota mpouenypa IOJDKHA BBIIONHATHECS B YCIOBHSX TONHOM TpaHC(Y3MOHHON OOECIIEUeHHOCTH
TpomOouuTHeIME KOHIIeHTpaTamu, C3I1. [Tocne abopra HemennenHo HaunHaeTcs Tepamus ATRA**.
Ecnu Ha MOMEHT miaHupyeMoil mpoleaypbl y MallMEeHTOB OTMeuaeTcsl reHepann3oBanueiii [IBC-
CHHIPOM, TO TIpephIBAaHUE OEPEMEHHOCTH LEJIECOOOPa3HO OTJIOXKHUTH JIO KYyIMHUPOBAHHS
reMOpPPAaruyeCcKUX OCI0KHEHHM, KOTOPbIE MOTYT OBbITh HUBEJIMPOBAHBI KAK CUMIITOMaTU4ECKH, TaK U
— B CIy4asx OBICTpOrO pa3BUTHS JIeKO3a — C IMOMOIIBI0 MONHOA03HOW anekBatHo XT. B
NocjieHeM citydyae OepeMEHHOCTh MOXET ObITh IpepBaHa mocie aoctwxkenus [1IP — yepe3 3045
nHel. Bemonnenue nporpamMuoit tepanuu OILT nmpu OepeMeHHOCTH CTaJIKUBAETCsl C BOIPOCOM O
JOKa3aHHBIX TepaToreHHbIX ddekrax ATRA**, koTopbie 00yCIOBICHBI €€ aHTUAHTHOTCHHBIMH
cBoiictBamu. [losTomMy ucnons3oBanue TpetuHonHa™** B I TpumecTpe, Koria MPOMCXOAUT 3aKIaIKa

BCEX OPraHoB ILUIOJAA, MOTEHIMANbHO omacHo. IIpuMenenue ee B couetannu ¢ X1 Bo I m III
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TpUMECTpe, mociie POPMUPOBAHHUS TUIAIICHTHI, HE TOJIBKO OMpaBaaHo, HO U Heobxoaumo. Kypesr XT
MOTyT ObITh cTaHAapTHRIMU (7 + 3 ¢ 1030i1 mayHopyOurmHa** 60 mr/mM2 Ha BBeieHUE) OO0 ObITH
ocHOBaHbl Ha mporokosie AIDA (MoHOTepanus naapyOuImHOM™*). MeXayHapOIHbIE KCIIEePTHI
IPEIOCTEPETaloT, 4YTO WAApyOMIMH** crnocoOeH NpOHUKATh 4Yepe3 IUIAlCHTApHbIA Oapsep B
OoJIbIIIel CTENEeHH, YeM TayHOPYOULIMH™*.

Poccuiickoit nccnenoBaTenbCKon rpymnoil HaKOIUIeH OMbIT o JieueHuto 10 OepeMeHHBIX ¢
nokazaaaeiM OILT [47]. TlpuMeHenre MOoHOTepanuu uaapyouumHomM™* B couetanmn ¢ ATRA**
OKa3aJI0Ch BBICOKO3()(DEKTUBHBIM U MEHEE TOKCHYHBIM B CpaBHEHHH ¢ 7 + 3, aHOMaJMiA TUI0/1a HE
BBISIBJICHO. B nuTeparype Taxke CyIIeCTBYIOT OT/JeNbHbIE ONucaHus ciaydaeB 1o jgeueHuto Ol y
OepemeHHbIX. BO Bcex COOOIIEHHSIX JIEYEHHE MPOILIO YCIENIHO, HE ObUIO 3aperucTpUpOBAHO
BPOXKJICHHBIX aHOMAJIMH TUTONA, BCE JIETH POJMIKCH 3/0OPOBBIMU. TeM He MeHee B psjie CiIydacB
COOOMIAeTCS O TMPEXOMANIMX HAPYIICHUSX PUTMA y TUioga. B cBs3um ¢ 3TMM Ha (oHE mpreMa
ATRA** u BBeleHHS aAHTPALMKIMHOB PEKOMEHIYETCS TIIATENbHbII MOHHTOPHHI CEplIeUHON
JEeSITeNbHOCTH Yy TUIOJIA.

ITocne ponopaspenmieHns: peKOMEHAYETCS HAaUUHATh nocaeaytomui kype X T He paHee yem
yepe3 2 Hen. Kopmienue rpyneio 3ampemiero. Kypc KoHCONMaauu mocie poJioB JOJDKCH ObITh
BbIOpaH MEHEe MHTEHCHBHBIM (B 4acTHOCTH, W3 mporokoia AIDA kypc 1-kpaTHOro BBeICHHUS
uaapyoumaa** wnm 4-aHeBHOE BBEICHUE MAaJbIX 103 MAapyOuIHa™**), TOCKOIBKY BEPOSTHOCTH
pa3BuTHs (aTaTbHBIX WH(EKIMOHHBIX OCIOKHEHUH y TAIMEHTOB ITOCIE POJIOB OUYCHHb BBICOKAS.
emecoobpazno Havath pueM ATRA** m B kOHIE 2-HENETHHOTO IUKJIA BBITOJHHUTH BBEICHHC
[IUTOCTAaTHYECKHUX MIPENapaToB.

° Pexomenpyercsi nanmentkam npu auarHoctuke OILJI B Teuenme | Ttpumectpa
OEpeMEHHOCTH BBINOJIHUTh HCKYCCTBEHHOE TMpEphIBAHME OEPEMEHHOCTH M0 MEAULIUHCKUM
nokazanusim [46,48].

Yposenv yoeoumenornocmu pexomenoayuu — C (ypogervb 0ocmoseprocmu 0okazamenscmes — 4)
KommenTtapun: ATRA** o0nagaer BBICOKMM TEpaTOreHHBIM JEHCTBUEM U 3amlpelieHa uis
UCMoNb30BaHus B | TpuMecTpe OepeMeHHOCTH.

o He pexomenayercsi TNpPUMEHSATh IPOU3BOJIHBIC  MBIIIbSKA, KaK BBICOKO
SMOPHUOTOKCUYHBIE, B TFOOOM TpuMecTpe OepeMeHHOCTH [47,49]

Yposenv yoeoumenvrnocmu pexomenoayuu — C (ypogervb 0ocmoseprocmu 0okazamenscmes — 4)

° Pexomennyercs y narmeHTok ¢ OIUI B [ TpumecTpe GepeMeHHOCTH, HE KeTaroIInuX
npephIBaTh OEPEMEHHOCTh, B KAYeCTBE MHYKIIMU UCIIOJIL30BATh JAYHOPYOUITMH™* B MOHOTEparmu
WIM B COYETAHUM C IUTapabuHOM™** B 103aX, aHAJIOTMYHBIX TAKOBBIM IIPH JICUCHHN HEOSPEMEHHBIX
MAIUEHTOK (CM. BHIIIIE.) [46].

Yposenw yoeoumenvrnocmu pexomenoayuu — B (ypogenvb docmogeprocmu 0okazamenbcms — 3)
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. Pexomenayercst namentkam ¢ OIJI, nuarHoctupoBansbiM Bo 11 nim I Tpumectpe
OepeMeHHOCTH, B KaueCTBEe MHIAYKIUH UCToNb30BaTh ATRA** B koMOuHaImu ¢ unapyOurmHom™*
(cM. BoImIIE) [47].

Yposenv yoeoumenornocmu pexomenoayuu — C (ypogervb 0ocmoseprocmu 0okazamenscmes — 4)

o PexoMenayeTcst 6epeMEHHBIM MAIIEHTKAM BBIITOJHATH POJIOPA3PEIICHIE METOIOM
KecapeBa ceueHus [47].

Yposenv yoeoumenvrnocmu pexomenoayuii — C (yposerb 0ocmosepHocmu 0oKkazamenscmes — 4)
KommenTapuu: BBIOOp criocoda poiopaspelieHust OnpeensieTcs COCTOSIHUEM U101, COMAaTHYECKUM
CTaTyCOM TIAITACHTKH, T'eMATOJOTMYCCKUMHU TIOKA3aTeNIIMH M CTPOr0 B COOTBETCTBHH C
aKyIIepCKUMH TToKazaHussMU. CaMOIPOM3BOIBHBIC POJBI MOTYT OBITH BBIOPAHBI Kak CIOCo0
pOZOpa3pelieHnsl TOJAbKO MpH Hamuyuu y namueHTku pemuccuun OMIL ynoBIeTBOpUTEIHHBIX
rokasareneil oOIlero aHaim3a KpOBH, IPU XOPOIIEM COMAaTHYECKOM CTaTyce MAalMeHTKH |
COCTOSTHHH TIIOJIA.

o PexomMenayercst GepeMEHHBIM NalMEHTKaM, MOJIYyYaOUIMM JICYCHHE MO TMOBOIY
OILJI, ponopaspelieHre BBIOIHSITH B IIEPUOJ MEXKAY KypcaMu (onTUMaibHO Ha 33—34-i1 Henene)
[47].

Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposerb 0ocmosepHocmu 0oKazamenbcmes — 4)
Kommentapun: Hecmotps Ha Oe3omacHocth XT Bo II m III Tpumectpe OepemeHHOCTH, €e
MIPOBEICHHUE CBS3aHO C BEICOKUM PHCKOM CIIOHTAHHBIX 2a00PTOB U TPEKICBPEMEHHBIX POJIOB.

o PexoMenayeTcsl BBIIOTHATH €KEHEACTbHBIM KOMILIEKC UCCIEIOBAHUM I OLEHKH
(YHKIIMOHAILHOTO COCTOSIHUS TUIOJA ¢ OCOOBIM BHUMAHWEM K KapAHAILHOW (PYHKIUH Ha (oHE
nporpammuoi XT OI1JI [46].

Yposenv yoeoumenvrnocmu pexomenoayuu — B (yposenvb docmogeprocmu dokazamenbcms — 3)

o PexkoMenayeTcsl mpu IUIAHOBOM TPEXKICBPEMEHHOM POJIOPA3PEIICHUN Ha CPOKE
24-35 wHex mNpOBOIUTH MPO(MUIAKTUKY CHHApPOMAa OCTPOrO PECHUpPATOPHOTO JHUcTpecca y
HOBOPO’KIEHHOTO — B/B BBe/IEHHE #1ekcamerazoHa™* 12 mr 2 BBeneHus yepe3 12 4acoB 3a 2 cyToK
10 pozos [50].

Yposenv yoeoumenonocmu pexomenoayuu — B (yposenb 00cmogepHocmu 00Ka3amenbcms — 3)

o He pexomeHayercsi KOpPMJICHHME TpyAbIO TIOCIE pojopaspemicHuss Ha (oHe
npoaospkatomieiica XT [46].

Yposenv yoeoumenvrnocmu pexomenoayuu — B (ypogenvb docmogeprocmu 0okazamenscms — 3)

. He pexomennyercs xeHmyHaMm ¢ OILJI mianupoBaHue GepeMEHHOCTH B IEPHO
neuenuss ATRA** Bo Bpemsi KOHCONMAUPYIOIIEH UM TIO/ICPKUBAIOIIECH Tepanuu (TepaToreHHbIi

s ekt ATRA**) [48].
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Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposerb 0ocmosepHocmu 00Kazamenbcmes — 3)
Jleuenne peunausa OILJ1

[lo naHHBIM pasHBIX HCCIENOBaHUN, NpuMeHeHue MoHoTepanuu ATO B jeyeHun
petmaua OILJI mo3Bossier gocTryb 2-i MosiekyssipHoi pemuccuu B 70-90 % ciygaes [51,52]. B o
K€ BpeMs UCTIOJIb30BAHUE TPAHCILIAHTAIIMOHHBIX MTOIX0/0B Y MAUEHTOB, KOTOPBIM TOCTUTHYTA 2-51
pemuccus OIL], moka3bIBaeT UX MPEUMYIIECTBO Mepe ucnonb3oBanueM Tolbko ATO comeprkamux
nporpamm. Xots awto-TT'CK xapakTtepusyercs, 10 JaHHbIM HEKOTOPBIX MCCIICAOBAHUM, MEHBIIIECH
BEPOSTHOCTHIO pa3BuTusi MOBTOpHBIX penuanBoB mocie TI'CK mo cpaBuenuio ¢ ayto-TI'CK,
JIETAbHOCTb, CBSI3aHHAS C JICYEHHEM, JIENIaeT ITOT MOAXOJ y MalMeHTOB BO BTOpoit pemuccun OITJI
MeHee MPEANoUTUTENbHBIM 110 cpaBHeHuto ¢ ayTo-TT'CK [54]. Oxunates BbICOKYIO 3(h(heKTHBHOCTD
ayto-TT'CK B TO ke Bpemsl ciieyeT TOJIbKO y MalMeHTOB C JOCTUTHYTOH 2- MOJIEKYJISIpHOM
pEMHUCCHEN.

. Pexomenayercst y MalUeHTOB C IMOJATBEPIKICHHBIM MOJIEKYJISIPHBIM PELUANBOM
OIUI (ompenenenHpiM Kak 2 mocnenoBarenbHbIX [II[P-monoxuTenbHbIX aHanm3a co cTaOMIbHBIM
HapactanueM ypoBHS PML-RARA-TpaHcKpumnTa) He3aMeUIMTENIbHO  HadaThb  Tepariuio,
Britouaronyto ATRA** u ATO, ¢ nemnpro npeaoTBpalieHus pa3BepHyToro perpmusa [51,52].
Yposenv yoeoumenornocmu pexomenoayuu — C (ypogervb 0ocmoseprocmu 0okazamenscmes — 4)
KommenTapuu: xotst ATRA** B couerannu ¢ XT mMoxeT ObITh HCIIONB30BaHA B KAUECTBE TEpaAUu
crniacenus, cxeMbl Ha ocHoBe ATO B HacTosiiee BpeMsi CUuTaroTcs 1-i TUHMEH JeYeHus peluaruBa
OIlL

o PexoMenayercst mamueHTaM, Yy KOTOpBIX TMoiydyeHa 2-1 MojekymsapHas [IP,
paccMOoTpeTh BO3MOXKHOCTD BbINoHeHUst ayTo-TI'CK [53].

Yposenv yoeoumenornocmu pexomenoayuu — C (ypogervb 0ocmoseprocmu 0okazamenscmes — 4)
KommenTapuu: ayto-TT'CK MokeT BBINONHATBCS TOJMBKO B Clydae, €CIU B 3arOTOBJICHHOM
ayTOTpPAHCIJIAHTaTe OTCYTCTBYET MOJIEKYJISIPHBIN MapKep.

o PexkoMenayercsi marMeHTaM, y KOTOPBIX HE JOCTUTHYTa 2- MOJIEKYJIsIpHAs
pemMuccus, pacCMOTPETh BO3MOKHOCTD BhInosHeHUs auto-TT'CK [54].

Yposenv yoeoumenvrnocmu pexomenoayuu — C (ypogervb 0ocmoseprocmu 0okazamenscmes — 4)

o Pexomenayercst ans mauuentoB ¢ peuuauBom OILJI, mpoTekarommM TOIBKO ¢
nopaxxenreM LITHC, nnnykimonHas tepanusi U3 MUHUMYM €KEHEJENbHOT0 (ONTUMAIbHO 2 pa3a B
HEJICII0) MHTPATEKAILHOTO BBEACHUS 3 mpemaparoB (#Metotpekcara** 15 mr, murapadbuna*™* 30 mr
U JekcamerazoHa** 4 Mr) 10 TMOJHOM SIIMMHHAIMHM OIyXOJIEBBIX KIETOK M3 CIIMHHOMO3TOBOM
JKUJIKOCTH, 3aTe€M BBINOINHSAETCS OT 6 10 10 MHTpaTeKaIbHBIX BBEICHHI B KAUE€CTBE KOHCOIUIALIUH.
[TapannensHo JOHKHO MPOBOANUTHCS CUCTEMHOE JIEYEHUE KaK P KOCTHOMO3TOBOM peuuanse [S5].

Yposenv yoeoumenornocmu pexomenoayuu — C (ypogenvb 0ocmoseprocmu 0okazamenscmes — 4)
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Tepamusa OILJI, nHAYHHPOBAHHOIO MPeAIeCTBYONIEH XUMHOTEPANUeH

° Pexomenpyercst nedyenue napeHToB co BropuaHbiM OITJI kak nepsuunoro OILI ¢
MOMPAaBKOM Ha BO3MOXHYIO KapJIMOTOKCUYHOCTH BCJEICTBUE MPEIIIECTBYIOIIEH —Tepanuu
AHTPALMKIMHAMU U IEPEHECEHHBIX MH(PEKIMOHHBIX OcnoxHeHuH [ 1-3,5,40].

Yposenv yoeoumenornocmu pexomenoayuu — C (ypogerb 0ocmosepHocmu 00Ka3amenscmes — J5)
ConpoBoauTenbHas Tepanusi

o PexoMenayercst BceM MaleHTaM COIMPOBOAMTENbHAS Teparus sl TPOPHIaKTUKH
OCJIO)KHEHHH Ha (poHEe OCHOBHOM Tepanuu [1-3,5].

Yposenv yoeoumenvnocmu pexomenoayuu — C (ypogerb 0ocmosepHocmu 00Ka3amenscmes — J5)
Kommenrapun: npuMensiercs Ha3HaueHue awtonmypuHoma** (300 mMr/mM2) B mepBbIE Yackl
muarHoctukd OJI. O6wem BBoauMoit sxuakoctu mipu OII (pactBop HaTpusi xjopuma™*, pactBop
nekcrpospr™*,  C3II, kpuompeuunurar, ambOymMuH**, TpH HEOOXOAUMOCTH, TPOMOOIIUTEI,
SPUTPOIUTHI) B TEUCHHE CYTOK MOXKET COCTABIIATE OoJiee 3 J1, TO3TOMY HEOOXOMMBbI OYCHb KECTKUN
KOHTpPOJIb BOJAHOTO OajaHca U CTUMYJISLUS Auype3a. Takke ciieayeT IOMHMTh, YTO TUIIEPBOJIEMUS
npu OILJI Moxer mpoBoLHMpoBaTh 0OJ€e BBICOKUN PHUCK JIETOYHBIX OCJIOXHEHUM, cepleuHon
HEI0CTaTOYHOCTH, UMUTHPOBATH CUHIPOM AU )epeHIIPOBKH OMyX0IEBbIX KICTOK.

BaxxupiM Ui KynupoBaHusi OCliOKHeHUH Ha (QoHe Hadana XT mpu runepiaelkouTose,
0CcO0CHHO Ha (poHE OOJIBIION BOJIEMHUUYECKOW HArPY3KH M KOAryJSIHOHHBIX HApYIICHHUH, SBISETCS
BBINOJIHEHHUE 11a3Ma00MEHa.

Haznauenne aHTMOaKTEpUANBHBIX, MPOTUBOIPHOKOBBIX MJISi CUCTEMHOIO MPUMEHEHHS,
MPOTUBOBUPYCHBIX CpeacTB pernamentupyercs npu OILUI Temu ke mnpaBuiaMu, KOTOpBIE
ucnosb3ytores B JedeHnn OMIJL. [Ipumenenue kononuectumynupyroumx (axkropos npu OIUI He
MIOKa3aHo.

Pexkomenayercs mpoBe/ieHHE COMPOBOIUTENBHONW TEpamvy MO KOHTPOIIO KOaryJjaonaTuu
npu paccmorpenuu guarHoza OIUI, ¢ comepkaHueM  CBEXE3aMOPOKEHHOW  ILIA3MBI,
nepeuOpUHOTCHA W/WIM KPUOIPEIUIATATA ¥ TEPEIMBAHUS TPOMOOIIMTAPHONW MAacChl IS
HOJICp)KaH!sT KOHIIEHTpAaK GUOpUHOTreHa 1 KojmdecTBa TpoMoonuToB 6osee 100- 150 mr/mn u
30-50*10°/11 COOTBETCTBEHHO, P TOM MOHMTOPHMHI BECTH HE MEHEE Pa3a B JICHb (M Yalle B ClIyyae
HEoOXoauMOcCTH). Takas 3aMecTUTeNbHash Tepamusl JOJDKHA TMPOJOIDKATBCS BO  BpeMs
UHIYKIIMOHHOW Teparnuy 10 WCYE3HOBCHUS BCEX KIMHUYECKHX M JIa0OPAaTOPHBIX TPH3HAKOB
Koarysonatuy. @axkTopbl, ONPEACHAIONIME IOBBIIICHHBIA PUCK Pa3BUTHA CMEPTEIILHOU
KPOBOIOTEPHU: MAIMEHTHl C aKTUBHBIM KpoBOTedeHueM, runopudpunorenemus (<100 mr/mm) wium
MOBBIIICHHBIM YpOBEHb MPOAYKTOB Jerpafgauuu ¢ubpuHa wnu D-mumepsl B codyeTaHuu cC
NPOVICHHBIM ~ BPEMEHEM  CBEPTHIBAHMSI  KPOBM  WJIM  aKTUBUPOBAHHBIM  YaCTUYHBIM

TpOM6OHJ'IaCTI/IHOBBIM BPEMCHEM, a TAKIKC ITOKA3bIBAIOIIMEC ITOBBIICHHOC COACPIKAHNC JIGﬁKOIIHTOB
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Wi 61acToB B Nepu(epudeckoil KpoBH, YPOBEHb KpEaTMHHHA C OTKJIOHEHHEM OT HOPMbI WM
IUI0X0€ 00I1Iee COCTOSHUE.

[okazanust K MPOBENECHUIO TPAHC(PY3UOHHOM TEPAITUH OIPEACISIIOTCS B IIEPBYIO OUepeb
KJIIMHUYECKUMU TIPOSIBIICHUSAMU MHIMBUAYAIBHO I KaXXAOrO NAlMEeHTa C Y4EeTOM BO3pacTa,
COIYTCTBYIOIIMX 3a00JIEBaHUM, MEPEHOCUMOCTH XUMHUOTEpAllUM W PAa3BUTHSA OCIOXKHEHUI Ha
IPEAbIYIIUX dTarax JCYCHNU.

JlaGoparopHble MOKa3aTenu A ONpPEAETCHUS IO0Ka3aHWH HMMEIOT BCIOMOIATENIbHOE
3HAQUEHWE, B OCHOBHOM JUISl OIICGHKH HEOOXOIMMOCTH NPOMMIAKTUIECHKHX TpaHCQY3HUid
KOHLIEHTpaTa TPOMOOILIUTOB.

[lokazanus K TpaHcQy3usIM TaKkKe 3aBUCAT OT BPEMEHH, IOCIE IPOBEIECHUs Kypca
XUMUOTEpallMM — MPUHUMAIOTCS BO BHHUMAaHME, IPOTHO3MPYEMOE CHM)KEHHE IIOKa3aTeneil B

OJIKaIINe HECKOJIBKO THE.

JpuTpouHMTApHAsi Macca/B3Bech (YPOBEHb JI0Ka3zaTenbHOCTU D):

. YpoBeHb TreMOrIOOMHA HE HYXHO TIOBBINIATh, IIOKA OOBIYHBIE pE3EPBHI U
KOMIICHCALIMOHHBIC MCXAHU3MbBI JOCTATOYHBI I YAOBJICTBOPCHHSA HOTp€6HOCT€I\/JI TKaHEH B
KHCJIOPO/IE;

. CymiecTByeT TOJBKO OAHO IOKa3aHHE Il TpaHCQY3Uil SPUTPOLIUTCOAEPIKALIUX
Ccpea Npr XpOHNYCCKUX aHCMHAX — CUMIITOMHAA aHCMHA (nposnmmomaﬂca TaXI/IKapZII/ICf/'I, OZ[I)IIHKOI;'I,
CTEHOKapueH, cuHkorie, de novo nenpeccueit wim snesarueit ST);

. YpoBenb remornodonHa MeHee 30 1/71 sBisieTcsl aOCOMIOTHBIM TOKa3aHUEM IS
TpaHC(Y3UU SIPUTPOLIUTOB;

. [Ipr oTCyTCTBMHM JEKOMIICHCHPOBAaHHBIX 3a00JICBaHHN  CEPACYHO-COCYIUCTON
CHCTEeMBbl M JIETKUX TMOKa3aHWSAMH JUIS TNPOQPHIAKTHUECKOH TpaHC(Y3UH SPUTPOLMTOB IPH

XPOHUYCCKUX aHEMUAX MOT'YT OBITH YpPOBHHA reMOIJIO0HHA:

Bospacr (s1er) Tpurrepusiii yposensb Hb (/1)
<25 35-45

25-50 40-50

50-70 55

>70 60

Konuentpar Tpomoouutos (Y] — D):

. IIpu cHwkeHnn ypoBHs TpomOoumToB Menee 30 x 10°/11 npoBoautcs Tpancdysus
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aepe3HbIX TPOMOOIMTOB ¢ LIEBIO MOIEPXKAHKS UX ypoBHs He Huke 30-50 x 10°/11 B 0ocobeHHOCTH
B niepBble 10 nHel Kypca.

. [Ipu HanM4YMK BBICOKOTO pHUCKA T€MOPpParuv4ecKux ocjaokKHeHUH (Bo3pact crapiue 60
set, runepieiikoruTos (6onee 10x10%/1), moBblnieHne ypoBHs KpeatnHuHa Oosee 140 MKMOIIB/IT)
HEOOXO0IMMO TOIEP)KUBATH YPOBEHL TPOMOOIUTOB Gostee 50x 10%/11.

. [Ipy HaNTMUUM TEeMOPPArMYECKOr0 CHHAPOMA METEXHaIbHO-IISITHUCTOTO THIIA
(HOCOBBIE, JIECHEBBIE KPOBOTCUCHHMSI, MEHO-, METPOPpPArvi, KPOBOTCUEHHS IPYIHX JOKAJTU3AIIHi1)

TpaHCcQy3Hs KOHLEHTPaTa TPOMOOIIUTOB IIPOBOAUTCSI C JIeUEOHOM LIEIBIO.

Cae:xxe3amopo:xxenHas miazma (Y —D):

. Tpanchysun C3I1 mist mommepxkanust ypoBHs (uOpuHOreHa Oomee 2 1/,
IpOTPOMOMHOBOTO HHIEKCa - Ooree 80%;

. Tpancdy3un mpoBOIATCS y MALMEHTOB C KPOBOTEYCHHUEM WM TIepe]l MPOBEACHUEM
VMHBA3MBHBIX BMEIIATEIILCTB;

. [amuentst ¢ MHO >2.0 (nmpu HeWpoXupyprudeckux BMeLIaTeNlbCTBax =>1.5)
paccmatpuBaroTCs Kak KaHauaatsl it TpaHcysum C3I1 mpu miaHMpOBaHMM HMHBA3MBHBIX
npouenyp. [Ipu nnaHoBBIX BMeIIaTeIbCTBAX BO3MOXKHO Ha3HAuEHHE HE MEHee, 4yeM 3a 3 JHs 10
BMelaTenbcTBa ¢puromeHaanona (ananor ButamuHa K) He menee 30 MrI/CyT BHYTPUBEHHO WIIU
BHYTDb.

. He pexomenayercss y mnamueHToB ¢ BepudunupoBanHbiM OIJI npumeHsTH
#runpokcukapOoaMuT**, TaK KaK OH YBEIMYHMBACT PHCK TSHKENBIX TEMOPPArHYeCKUX OCIOKHEHHUH
[2].

Yposenv yoeoumenvrnocmu pexomenoayuu — C (yposenb 00cmosepHocmu 00Ka3amenbcmes — 3)
Kommenrapun: #ruapokcukapbamMun** (B pexuMe, 3aperHCTPUPOBAHHOM JUISI XPOHHUYECKOTO
MHEJONIEHKO3a, 10 2 T') MOXET OBbITh WCIOJIF30BaH B CiIydae pa3BUTHUS JICHKOIMTO3a Ha (poHE
tepanu ATO u ATRA**,

. PexomenayeTcsi BceM MalEHTaM IPH MPOBENeHUH X1 ¢ Henbio MpOpHIaKTUKA
TOILTHOTHI ¥ PBOTHI UCTOJIB30BATh IPOTUBOPBOTHBIE Mpenapatsl [56].

Yposenv yoeoumenvrnocmu pexomenoayuii — C (yposenb 0ocmosepHocmu 0oKkazamenbcmes — 4)

o PexoMenayercst BceM MalMeHTaM, MOIYYAIOMIUM 2-JIETHIO MOJICPKUBAOIIYIO
TEpanHi0 MEPKANTOIMyPUHOM™* U MeToTpekcaroM™*, Ha3Ha4aTh MPOQPHUIAKTUKY MHEBMOLIMCTHOM
THEBMOHHH #KO-TPUMOKCA30JI0M (Cyib(amerokca3onoM + tpumerornpumom)** mo 480 mr 2 paza B
cytku [57].

Yposenv yoeoumenvrnocmu pexomenoayuii — B (ypogerb 0ocmogeprocmu 00Kazamenscmes —2)

L4 PeKOMeH)IyeTCﬂ IIpyu BO3HHMKHOBCHUU OCTPOro HWJiHM XpPOHHUYCCKOI'O 00J1eBOrO
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CUHApPOMA YTOYHCHHC 3THOJIOTHH 6OJ'II/I; IIPpU BBIABJICHUN O4Yara BOCIAJICHHUSA — IIPOBCACHUC

H606XOI[I/IMI>IX MepOHpI/IHTI/Iﬁ mo ¢€ro JICHCHUIO COTJIACHO COOTBETCTBYIOIIUM KIIMHUYCCKUM

peKOMeHAaIMsAM (BKJIIOYAst TPH HEOOXOJMMOCTH XUPYPTHUECKOE JICUCHHE); TMPH HCKIFOUCHUH

WH(PEKIIMOHHO-BOCTIAJIMTEIIPHON TPUPOJBI  OOJICBOrO CHHIPOMA PEKOMEHIYETCS IPOBEICHHE

O6€36OJ’II/IBaIOH_ICI71 TEepalru COrjiaCHO CYHIECTBYIOIIUM ITPOTOKOJIAM O6€360J’II/IB8.HI/I$I, B TOM YHUCIJIC

10 IIOKa3aHmsIM — C IIPUMCHCHUCM OIIMOWJHBIX AHAJIBI'CTHUKOB,

C Y4YC€TOM BO3MOKHBIX

IPOTHUBOIOKA3aHNH, CBSI3aHHBIX C LIUTONEHUEN, MHBIMU KJIMHUYECKUMU CUTyalusiMu [58].

Yposenv yoeoumenornocmu pexomenoayuii — C (ypogervb 0ocmosepHocmu 00Ka3amenscmes — J5)

IlepeyeHb OCHOBHBIX JieKapcTBeHHbIX cpeacTB (uMewmux 100% BepoATHOCTH
NMPUMEHEHMS]):
®apmakorepaneBTnyeckas| MexayHapoaHoe |Cnoco0 npuMeHeHuUst Yposenb
rpynmna HENATEeHTOBAHHOE A0KA3aTEJbHOCTH
HaumeHoBaHue JIC
LuToTokcuueckue u | Tpuokcun mpimbsika | 0,15Mr/kr/cyt A
a/IbIOBAaHTHBIC BuytpusenHoe
JIEKapCTBEHHbBIE CPEJCTBA Tperunonn ATRA 45mr/mM2/cyT BHyTph A
Llurapabun 1r/m2, 150mr/m? A
Bnyrpusennoe,
MOIKO’KHOE BBEICHHE
JayHopyOunun 25 mr/m*/cyt A
45mr/m*/cyT
60mr/m%/cyT
Bnyrpusennoe
BBEJICHUE
Wnapyounma 12mr/M? BHyTpuBeEHHOE A
BBEJICHUE
JlekapcTBeHHbIE cpeacTBa, | OHIaHCETPOH 8Mmr 3a 30mun-1 yac 1o C

0CJIA0JIAOLIIE
TOKCHYECKOE JIeicTBHe
MIPOTHUBOOITYXOJICBBIX
IIPEeraparoB

BBEJICHUS
OUTOCTAaTUYCCKUX
IIpErnapaToB
Bnyrpusennoe

BBeZicHue BHyTph
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Tpamanon 100mr/2mn A
BHYTPHUBEHHOE
BBeaeHue SOmr, 100mr
BHYTPb
Ilepeuensn JAOMOJHUTEJIbHBIX JIEKapCTBEHHbIX CpelcTB (MeHee
100% BepoATHOCTH IPHMMEHEHHUS):
JlekapcTBeHHAasi Tpynna MesxkayHapoaHoe Cnoco06 npumeHenusi | YpoBeHb
HENATEeHTOBAHHOE A0Ka3aTeJIbHOCTH
HauMeHoBaHue JIC
[uroTokcuyeckne U Merotpekcar 15mr A
aJbIOBAaHTHBIC MHTpaTeKaJIbHOE
JIEKapCTBEHHBIE CPEJICTBA BBEJICHUE
15Mmr/M? BHYTPB
Mepxkanronypus 50Mr/mM2 BHYTpPb B
dunrpactum SMI/KT/CYT MOJIKOKHOE A
BBEJICHHE
JlekapcTBeHHBIE  CpeACTBa, | Jlekcamera3oH 2,5Mr/M2  KaxIbIe A
OCJA0JIAIONNE TOKCHYECKOE Bnyrpusennoe
neiicTBre BBEJICHHE
IIPOTUBOOITYXOJIEBBIX AmonypuHon 300mr/M2 BHyTpB -
npenapaTron [Tunepammuux 4,5r  Kaxngple 64 A
Tazo0aKkTam Buytpusennoe
BBEJICHUE
AHTHOaKTEpHATHHBIE Odnokcanun 200mr Ip/cyt -
cpeicTBa Buytpuennoe
BBEJICHUE
AMUKae 1500-2000 MT/CyT -
Kaxnaele 24 yaca
Bnyrpusennoe
BBEJICHUE
Bankomunun 1 r Harpy3ouyHas -
o3a, 2 T xaxaele 24
yaca BHyTpuBeHHOE

55




BBCJCHUC

I'eaTamuiina

7 MI/KT/CYT KaxIble
24 Jaca
BnyTtpusennoe

BBCJICHUC

MeTtponugazon

0,5% 100mu
Buytpusennoe
BBEJICHUE

250 mr B Ta0 BHYTpH

HNmunenem

Buytpusennoe

BBCACHHUC

Komuctumerar

HaTpHUs

9 MU mnarpy3ouHnas
zo3a, 4,5 MU
KaXIbIE 124acoB
Bnyrpusennoe

BBCACHHUC

Meponenem

1-2r xaxnple 6-8
4acoB
BnyTtpusenHnoe

BBCACHHUC

JIune3omun

600mr kaxnaple 12
yacoB BHyTpuBeHHOE

BBCACHHUC

JleBodnokcanux

500  wmr/100  w,
Buytpusennoe
BBEJICHUE

500mr BryTpb

Hedrazuaum

6 r xaxnele 24 uyaca
BnyTtpusenHnoe

BBCIACHUC

Hedenmm

2 T Kaxaele & yacos
Buytpusennoe

BBCACHUC
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Humpodnokcarua

200 mr/100
MII
2p/cyT

Bnyrpusennoe

BBEJICHUE

500mr 2p/cyT BHyTph

DpraneHem

Ir  kaxaple 12 yacos
Bnytpusennoe

BBCACHHUC

CynbhameTokcaszon

/TPUMETOIIPUM

10 Mr/kr/cyT Kaxmpie
6 yacoB
Bnyrpusennoe

BBeZicHue BHyTph

Amdorepuniua B

0,5—0,7 mr/kr 1p/cyT
Buytpusennoe

BBCJICHUC

[IpoTuBorprbKOBHIE

JICKapCTBCHHLBIC CPCIACTBA

Bopukonazon

Buytpusennoe

BBEJICHUE 200Mr

2p/cyt BuyTpb

Hrpakonaszon

200mr 2p/cyt BHyTph

Kacnodyurun

50mr/cyT
Buytpusennoe

BBCJCHUC

MuxkodyHTrrH

Buyrtpusennoe

BBCIACHHUC

@D1yKOoHa30I1

400mr1p/cyT
BnyTtpusennoe

BBCJICHUC

AnupaynadyHrua

200Mr B 1 1;eHb,
nanee 100mr/cyT
BnyTtpusenHnoe

BBCACHHUC

ITo3zakonazoin

400 mr 2 paza B
cytku 3 nans, 400 mr
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1 pa3 B neH» BayTph

IIporuBOBHpYCHBIE AULUKIIOBUD 400mr 2p/cyr
JIEKapCTBEHHBIE CPEJICTBA Buytpuennoe
BBEJICHUE
lNanuuknoBup 500mr
BnyTtpusennoe
BBEJICHUE
JlexapcTBeHHBIE CpeACTBa, | AMHHOKAIIPOHOBAs 5% 100 MJI
BIUSIIOIINE Ha | KHCIIOTa Buytpuennoe
CBEPTHIBAIOILLYIO  CHUCTEMY BBEJICHUE
KpPOBH I'yOka MectHo
reMocTaTudeckas
Hanponapun 0,3mn  IlogxoxkHoe
BBEJICHUE
DHOKcanapuH 20-40mr Ip/cyT
ITonkoxxHOE
BBEJICHUE
AHTUUHTHOUTOpPHBIH | 500 ME
KOaryJasiHTHBIN Buytpusennoe
KOMILJIEKC BBEJICHHE
Hpyrue nekapcTBeHHble | bynuBakaum, 2% 2mn MectHoe
cpeicTBa Jlunoxaun, [lpokaun | mpumeHeHue
NmmyHornoOymux 50 wmr/mi- 50 wmn
YeJI0BEKA BuyTtpusenHoe
HOPMaJIbHBIN BBEICHUE
[[gG+IgA+IgM]
Owmenpazon 40Mr BHYTPHUBEHHOE
BBEJICHUE
20Mmr 2p/cyT BHYTpB
damoruann 20mr 1-2p/cyT
Buytpusennoe
BBEJICHUE
AMOpOKCOT 30mr 2-3p/cyT

Bnytps
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AMI0IUNNUH Smr lp/cytr BuyTpb

MOJIOCKAHUE TOJIOCTH
pTa B pa3BeACHUU
1:10 Hapyxnoe

IMPUMCHCHUC

Kanrompu 25-50mr 2p/cyT -
Bnytpb

JInznHompun Smr 1 p/cyt BuyTpb -

Jlaktynosza 15-45mn BryTpb -

CriupoHOJIaKTOH 100-200mMr BHYTpb -

TToBumoH — Hoxn 6-10 pa3 B JicHb -

Tobpamuru 0,3% Smn rnasHble

Kalin

donueBas KUCIIOTa SMI/cyT BHYTpb

dypocemun 20-40mr/cyT
BnyTtpusennoe

BBeJlcHHE BHyTpb

XJ10preKCuanH 6-10 pa3 B JeHb
[IOJIOCKAHHUE IIOJIOCTH
pta Hapyxnoe

IIPUMEHEHHE

Xupypruyeckoe BMeIIATEJbCTBO: TPU Pa3BUTUH HWH(MEKIUOHHBIX OCIIOKHEHHH

nmanueHTram MOT'YyT TaKXE IMPOBOAUTHCA BMEIIAaTCJILCTBA, HaITpaBJICHHBLIC Ha

,I[peHI/IpOBaHI/Ie/ YCTpaHCHUC I/IH(beKI_II/IOHHOFO oyara.

KpnTeplm OIlEHKH KaYyeCcTBa MeAUIMHCKOH MOMOIIH

TEMIICPATYPHI TCJIa, OUCHKY COCTOSAHHA KOXKHBIX ITOKPOBOB, KOCTHO-

CYCTaBHOﬁ CUCTCMBI, BBIABJICHHUC ITPU3HAKOB IrEMOPpParu4cCKoro

Ouenka
Ne | Kpurepun xkauecrBa n
BBINOJIHEHUS
VY nauuenra ¢ nogo3penueM Ha OILJI BeimonaHeH cOop aHamHe3a (B TOM
1. . Ha/uer
YHUCJIE CEMEHHOT0 M MPOo(GeCCHOHATBHOT0) H Kajao0
[TarmmenTy ¢ mogo3pennem Ha OIJI npoBeneHo (pu3nKaIbHOE
o0cieoBaHMe, BKIIOYAOIIEe N3MEPEHNE POCTa M MacChl Tela,
2. Ja/aer
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CHHJIpOMa, HAJIMYHE TeNaTOCINIEHOMET iy, JTUM(DaICHOATHH,
HAJIMYHE PU3HAKOB NUCHYHKIIMU CEPALA, JIETKHX, IEYCHU, OPTaHOB

SHJOKPUHHOW, HEPBHOM CUCTEMBI

[Maruenty ¢ nopo3penueM Ha OILJI unu ¢ BepudunupoBanasiM OITJI
710 Hayasa JISYeHHsI U B X0/l Tepanuu BeIoiHeH oot ananus [1K ¢
MOJICYETOM JICUKOLIUTAPHON (OPMYIIBI U OTIPEIeIEHUEM YHcia

PETHKYJIOIIMTOB U TPOMOOITUTOB

Ha/uer

[Maruenty ¢ nogo3penueM Ha OILJI unu ¢ BepudunupoBanasiM OITJI
710 Hayasa JICYeHHsI U B XOJI€ TEPAITUU BBIINOJIHEH OMOXUMHYECKUIA
aHaiu3 KpoBu (0Omuit 6€0K, aTbOyMUH, MOYEBHHA, KPEATUHHUH,
KaJui, HaTpUH, KAIbIUHI, JaKTaTACTHAPOreHa3a, eI0YHas
docdaraza, TpaHCAaMHUHA3BI ATAHUHOBAS U acliaparuHoBasi, OUIupyouH

001IniA, CBOOOTHBIN M CBSI3aHHBIN)

Jla/aet

[MaruenTy ¢ nmopo3penneM Ha OILJI wim ¢ BepudunupoBanasiM OITJ1
710 HauaJja JICYCHUs U B X0JI€ Teparuy BHITIOJHEHO UCCIICIOBAHNE
CBEPTHIBAIOIIEH CHCTEMbI KPOBU (aKTUBUPOBAHHOE YACTUYHOE
TPOMOOTIIIACTUHOBOE BPEMsI, TPOTPOMOMHOBOE BpeMsl, TPOMOHMHOBOE

BpeMs1, GUOPHHOTEH)

Jla/aet

VY nauuenra ¢ nogo3penueM Ha OILJI unu ¢ BepudumpoBanasiM OITJI
710 Hauaja JICYeHUs U B X0JI€ Tepanuu BbinoyiHeHo Y 3U opranos
OpIOIITHOM MOJIOCTH C OMPEACTICHUEM Pa3MEPOB MEUEHH, CEIe3EHKU U
BHYTPHOPIOIIHBIX TUM(PATUIECKHUX Y3JI0B, a Takxke Y3 opraHoB

MaJIoro Ttasa y XCHIIHUH U HpGHCTaTGHBHOﬁ JKCJIC3bl Y MYKUWH

Ha/uer

VY nauuenta ¢ nogo3penueM Ha OILJI unu ¢ BepudunmpoBanasiM OITJ1
710 HaJaJa JICYCHHsSI M B X0/ TEPAITUU BBIITOJIHEHA PEHTIeHOTpadust

n/wim KT opraHoB rpyaHO# KIETKH

Ha/uer

VY nanuenra ¢ nogo3penueM Ha OILJI unu ¢ BepudunmpoBanasiM OITJ1
710 HauaJja JieueHus U B xoje Tepanuu BoinosHeHa KT ronosHoro

Mo3ra

Ha/uer

VY nmanuenta ¢ nopo3pennem Ha OIJI wim ¢ BepuduuupoanasiM OITJT
A0 HaydajJia JICYCHHUA U B XO0A€C TCPAIIUU IMOJTYUYCH III/ITOJIOFI/I‘-IGCKI/Iﬁ
npenapat KM nyTeM nyHKIHH U BBIIOJIHEHO IUTOJIOIHYECKOE U

HUTOXUMHUYICCKOC UCCIICAOBAHUC OITYXOJICBBIX KIICTOK B aClIUPATC KM

Ja/aer

10.

[Maruenty ¢ OIJI BemmonHeHO ruToreHeTnyeckoe u/mnu FISH

Jla/aet
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uccnenosanue u [11[P-uccnenoBanre XuMepHOro TpaHCKPUITA B

nynkrare KM

VY nanuenTa ¢ nopo3penueM Ha OILJI HezamenuTenbHO, 10

TEHETUYECKOTO MOATBEPKACHUS JUAarHo3a, HauaTta COPOBOIUTEIbHAS

1. Jla/aet
Teparnusi, HalpaBlieHHasl Ha KOPPEKIUIO TeMOCTa3a, U crienupudeckas

tepanus ATRA**

[MaruenTy ¢ BepudummpoBanasiM OITJI mpoBenena cnenuduaeckas
12. | Tepanus, Bkmouaromas guddepenuupyromiee nedenne (ATRA**) u Jla/uet

IUTOTOKCUYECKYIO Tepanuio in6o ATO

JlanbHeiilnee BeJeHue:

JUisi MaiMeHToB IPYIIIBI BBICOKOTO pHcKa, >60 JIeT WM y KOTOPbIX ObUTH JJIUTEIbHbIC
IIEPEPBIBBI BO BpeMsl KOHCOJIMJALIMM PEKOMEHIYETCS IMPOBOAUTH HCCIIEIOBAHHE KOCTHOTO
mo3ra metojom III[P kaxnapie 3 Mecsna B TeueHue 2 JIET AJS BBISBICHUS MOJIEKYJISIPHOTO
penuauBa. Puck penuauBa y NAUEHTOB IPYNIbl HU3KOTO PHUCKA, KOTOPBIE HAXOIATCS B
MOJIEKYJIIDHOM DPEMUCCUU IIOCJIE 3aBEPIUCHUS KOHCONMIALUM, SBISETCS HU3KUM, U
UCCIIEIOBAaHHE KOCTHOTO MO3Ta MOXKET OBITh HEOOS3aTeNbHBIM BHE PAMOK KIMHHYECKOTO
ucneiTanus. PaHee mpoBeneHue HcciaeqoBaHUs KOCTHOIO MO3Ta SIBISUIMCh CTaHAApPTOM; B
HacToslIlee BpeMsl B CBsI3U ¢ Oosiee HOBBIMU M Oosiee 3(pPEeKTUBHBIMH CXEMaMM JI€UCHUs
MOHMTOPHUHI KOCTHOTO MO3Ta yTPaTHJI CBOKO LIEHHOCTb.

IIpu oTcyTCTBMM NaHHBIX 3a JEMKEMHYECKUH IIPOLIECC, TALIMEHT CHUMAETCS C TEPAIIHH.

Ha6JIIOIl€HI/I€ OCYIICCTBJIAIOT B TCUCHUC 5 7eT OT MOMEHTA JOCTIKCHHUS PEMUCCHUH.
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HALIMOHAJIBHBIY KJIMHUYECKHUU
MPOTOKOJ MEJUIIUHCKOI'O
BMEIIATEJBCTBA ITIPU OCTPOM
MPOMUEJOIIUTAPHOM JIEMKO3E
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TAIIKEHT 2025

BBOJHAA YACTb:
Beagenne. OIJI oTHOCAT K OCTpbIM MHeNOMIHBIM Jeiiko3zam (OMJI), koTopble IpPEACTaBISIIOT
co00#l TeTeporeHHyl TpYIIy OIyXOJIEBBIX 3a00JeBaHUIl CHUCTEMbI KPOBH, BO3HHKAIOIIUX B
pe3ynbTaTe MyTalud B CTBOJOBOM KIIETKE-NPEJUIECTBEHHHUIIE T'€MOII033a, B PE3yJbTaTe YEro
OPOUCXOTUT OJIOK U GEpEeHIIMPOBKA W HAYMHAETCS HEKOHTpPOJIUpyeMas Hpoudeparus
HenuphepeHIUpPyEeMbIX OITyXOJIEBBIX KPOBETBOPHBIX KJIETOK, BHITECHSIONINX HOPMAaJIbHBIE.

OcTpblii NPOMHETOUUTAPHBIN JeliKko3 — 0COOBIif BapHaHT OCTPOTO MHUEIOUIHOTO
Jeiiko3a ¢ npeodaaiaHueM aHOMaJIbHBIX MPOMHUENIOIUTOB, XapaKTePU3YIOIIUNCA TeHETUYECKUMU
MyTallUSIMM, MPUBOJALIMMH K pekomMOuHauuu reHa RARA c¢ resom PML (myraunus
t (15; 17) (q22; q12)) nnu ¢ ApyruMu reHamH-rapTHEpaMHu.

OILI npexncraBnser cob0i YETKO OUEpPUEHHYIO HO30JI0THYeCcKyl0 (hopMy B pamkax OMJL
C HACTOJIbKO XapaKTePHBIMH KIMHUKO-TA0OPATOPHBIMU IMPU3HAKAMU (TUMHWYHAS MOP(OIOrus
OITYXOJIEBBIX KJIETOK, TSXKEJbIA FeMOPParuueCKUil CHHIPOM, TEMAaTOMHBIN THUIT KPOBOTOYHBOCTH,
U30BITOYHO AaKTHBHPOBaHHBIA (uOpuHONN3, JBC-cMHApPOM, OOBIMHO — JEWKONEHHS), YTO
JIMarHo3 NOpod MOKHO YCTaHOBUTb, OCHOBBIBASICh JIMIIb HA KIIMHUYECKHUX MPOSIBIEHUAX. Tem He
MeHee UMeHHO 3ToT BapuaHT OMJI TpebyeT >xecTkoil BepuuKaluu AMATHO32 MOJIEKYIISIPHO-
TCHETHYECKUMHU METOJIaMU. DTO 00yCIIOBICHO TeM, uTo uMeHHO ¢ OI1JI cBsi3aHO 0JTHO M3 CaMBbIX
NPHUHIAIAATBHBIX ~ OTKPBITUA B 00JIACTH OHWOJIOTMH  JICHKO30B: OOHapyxkeH (eHoMeH
mubdepenurpoBku  O6macTHeix kietok OIIJI mox Bo3xelcTBHEM JEpUBATOB PETUHOEBOM
KHCIIOTBI — 13-ITUC-pETUHOEBOM, IMOJHOCTBhIO TpaHC-peTHHOeBOW (TpeTtuHOoMH, ATRA), 9-nmc-
petuHoeBoi kuciaoTbl. UMenHo ATRA crasia nepBbIM Tak Ha3bIBAEMbIM TAPI€THHIM IPENapaToM.
[Ipumenenne ATRA peBooLOHHBIM 00pa3oM U3MeHMII0 ucxo bl Tepanuu OII.

Otuonorus OIJI B OompIIMHCTBE ClIy4aeB HEW3BECTHA. B mociieHre Topl OMMCHIBACTCS
Bce Oomnbie ciaydaeB Bo3HMKHOBeHHs OILJI kak BTOpUYHOrO Jeiiko3a, CBSI3aHHOTO C
npenmectBytomeit  xumuorepanued (XT) u  oOmydenwem. bompiire MHOTOLIEHTPOBBIE
UCCJIEIOBaHMSI CBUJAETEIBCTBYIOT O TOM, 4yTO BTOpHuHbI OIIJl B OOJBLIIMHCTBE CllydaeB

BO3HUMKAET HE II03/7HEEe Tpex JieT mocie 3aeepiieHus XT 1o NOBOLYy NEPBUYHOTO
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OHKOJIOTMYECKOro 3aboiieBaHusi MHruouropamu Ttomousomepasbl Il (aHTpauMKIUHBIL, WU
MHUTOKCAHTPOH, PEXe ITOMO3MN).

Hctunnas wdacrota Bo3HuUKHOBeHMs OIIJI Heu3BecTHa, NOCKOJIBKY B PETUCTPbI
3aboneBaemoctu OILJI BHOcsaT BMecte ¢ apyrumu Bapuantamu OMJIL. Cuuraercsa, urto OIUI
BcTpeuaercss B 5-15 % Bcex cimywae OMJI. 3aboneBaHue JIuarHocTUpyeTrcs BO BCEX
BO3PACTHBIX IpyMIax, €ro 4acrora KpailHe HU3Ka y HaluMeHToB B Bo3pacte a0 10 ser. B
Bo3pacTHOM rpynme ot 0 1o 17 ner wactora OILJI cpenu Beex cinyuaes OMJI cocrasnsier 3—4 %.
B Bo3pacte ot 10 no 20 ner BepositHOCTh Bo3HUKHOBEeHUs OI1JI mocreneHHO Bo3pacTaeT, 3aTeM
HaOroaeTcs miaro 10 Bo3pacta 60 jeT, mocie Yero BeposTHOCTh BOSHUKHOBEHUS 3a00J1eBaHUS
cHmxkaercs. bonpmuHcTBO ciyyaeB OIJI auarnoctupyroT B Bo3pacte oT 20 g0 60 ner. Meaunana
Bo3pacta npu guarnoctuke OILJI cocrasnser 38 ner.

Memoowt, n00x00bl, npoyuedypvl OUACHOCMUKU U JlIeYeHUA

[Tanuentam ¢ OINJI pekoMeH10BaHO MPOBOJUTH JHOOOE ONEPATHBHOE BMELIATeIbCTBO WIN
NpoBeJeHHe HHBA3MBHOW NMPOLEAYPHI [10]1 IPUKPHITHEM 3aMECTUTENILHON Tepanuu (eciau OHO
Tpebyercs- TpomboruTel Menee 50x10°, neiitporienus [V crenenu, anemust [V crenenmu).

1) meab mnpoBeleHHs NPoOUeAYPbl MM BMeEIIATEJbCTBA: YCTPAHEHHUE OCIIOXHEHUI
OCHOBHOro 3a0osieBaHus, MO0 Jpyrod maronoruv TpeOyrolled XUPYpruyecKOro
BMEIIATEIbCTBA.

2) mNpPOTHBONOKA3aHMS K MpoleAype WJIH BMelIaTeJIbCTBY:

- IlpoTrBOMOKa3aHMUs K MPOBEACHUIO MPOLEAYPHI COTIACHO MPOTOKOJIAM TOTO MPOPHIS 110
KOTOPOMY IUIAHUPYETCs] BMEIIATEIbCTBO.

3) noka3zaHusi K I@poUeAype WJIM BMeLIATEJbCTBY — pa3BUBLIEECS OCI0XXKHEHUE
TpeOyrollee He3aMeIIUTEIbHOT0 WIH IJIAHOBOTO XUPYPTrUYECKOr0 BMEIIATEIbCTBA.

4) TpedoBaHus K CIENUATHUCTY, NPOBOASIIIEeMY NPOLEAYPY HUJIH BMeIIaTeJbCTBO;

Crnenuanuct noykeH obnanate aumuiomoMm BOII u cnenuanuzanueil mo HampaBlIEHUIO, 110
KOTOPOMY  IUIAaHMpPYETCS  BMEIIATEIbCTBO.  XHPYypruuyeckoe  JIeYeHHe  HalMeHTOB
¢ OMJI npoBoauTcs MOCaE KOHCYJIbTALlUU C BpaYOM IeéMaToJIOroM Mepe]] IpoLe ypoil.

5) mepeyeHb OCHOBHBIX M [IONOJHHUTEJIBHBIX /JAUATHOCTHYECKHX MepPONPHUATHH B
NOAT0TOBKeE K NMpolueaype WM BMELIATEJbCTBY:

—OO0muii aHaIMU3 KPOBH.

— Omnpenenenue rpynmsl KpoBU U pe3yc pakropa

— OOmuii aHAIU3 MOYH.

— buoxumuueckuii aHanu3 KpoBH.

— Koarynorpamma.

— Mapxkepsl renaTuTos.
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— O6cnenoBanne Ha BUY nndexmuio, RW.

6) TpeGoBaHMs K NPOBEJCHHUIO NMpoueIypPbl HWJIH BMeELIATEJbCTBA: MPOLEAYypa J0JKHA
IPOBOIUTCS B CTHEMATN3UPOBAHHOM yUpexKIeHUuH/ MHOTOTIPO(PHIEHOM
CTallMOHAPE/TEMATOJIOTHIECKOM  [EHTpPEe B  CHEHUAIBHO  BBIJCIICHHOM  IIOMEIICHUH,
npeJHa3HAaYeHHOM JJIs IPOBEJCHMsI MOA0OHBIX MPOLETYP.

7) TpeGoBaHMs K NMOATOTOBKe MalMeHTa (OIMCAHME Ipoliecca MOJrOTOBKM MAaIlMEHTa K
NPOBEACHUIO NPOLEAYPHl WM BMEIIATEIbCTBO), a TaK)KE HEMOCPEACTBEHHAs METOIHNKA
IIPOBEJICHUSI IPOLEAYPHI (BMEIIATEIbCTBA);

[Tarmentom nepBuuHbiM OMJI u peuuauBoMm 3aboseBaHMsl TpeOyeTcsl 3aMEeCTHTEIbHas
IreMOKOMIIOHEHTAs Tepamus Mo MOKa3aHUAM I10Cie KOHCY/IbTAllUU FeMaToIora.

8) nHAUKATOPBI IPPeKTUBHOCTH NPOLETYPbI HJIH BMEIIATEIbCTBO:

- yYCTpaHEHHE OCIOXHEHHUS, TPUBEIAIIET0O K XHPYPTHUECKOH Tpolenype  Wiu
XUPYpPruuecKkoMy BMEIIATENIbCTBY.

Cmepnanvnasa nynKyus.

1) HeJb MPOBEACHUSA NMMPOUEAYPhI WK BMEIIATEIbCTBA:

° C IEJIBI0 YTOYHEHHSI MJTM ONPOBEPIKCHUS TUATHO3a;
® C IIeNTbI0 MOHUTOPHHTA (P PEKTUBHOCTH TEPAIUH;
o C LIEJbI0 YTOYHEHUS PEMHICCUU WU PEIMInBa 3a00JIeBaHS;

2) NIpOTHBONOKA3aHMS K NMPoUeAype UM BMEIIATEIbCTBY:

[ ] HM3KO€ KOJIMYECTBO TpoMOonuToB Menee 10-20x10°\x;
] TsDKEJIbIe HapyIIEHUs CBEPTHIBAEMOCTH KPOBHU;
] MOXXKUJION BO3pacT B Clly4asiX, KOTJa CTepHajdbHas MyHKUHS HE SBISETCS

CANHCTBCHHO BO3MOXKHBIM CII0COO0M JUAarHoCTHUKU,

L OCTPBIC BOCIHIAJIMTCIILHBIC n HH(beKL[I/IOHHBIe IMOpaXXCHUA B MECCTC

npearnoraracMoro rmpoKoJja KOxKu;

L TSAKCIIBIC COIMYTCTBYIOIIIUC 3a00jIeBaHUs B cTagun JCKOMIICHCAIlUuH (BOHpOC 0

1eJIeCO00Pa3HOCTH MYHKIIMH PEIIASTCs] MHAWBHYaIBHO).
3) noka3aHus K Npoueaype Uil BMeIIATEIbCTBY:
® [10JI03pEHNE Ha 3JI0KaYeCTBEHHbIE 3a00JI€BaHUE KPOBU;
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L OIIpCACICHUC CTAIUH 3a00J1€BaHuUs KpOBH;
L JIIUTCIbHA, INIOXO0 IIOJJar0masaca JCYCHUIO aHEMU A,

® Hamuyue BBIpaH(eHHOﬁ TpO6OI_II/ITOHCHI/II/I, HapyLIiCHHU B CBepTLIBaI-OH_Ieﬁ CHCTCMC

WM 3a0071€BaHuN réMmocrasa,

L KOHTPOJIb KadycCTBa HpOBOHHMOﬁ XUMHUOTCpPpAIIMK IIpU PAKC KPOBU MU HHBIX

3a00eBaHU KPOBHU;

L H606XOI[I/IMOCTB IMOATBCPKACHUA PECMHUCCHUU I10CJIC JICYHCHUA 3a00JIeBaHUs KpOBH;
L JUarHoCTHKa MOOOYHEIX 3(1)(1)CKTOB Inpu JIATCIbHOM JICYCHHH 'OPMOHAMU
L II0CJIC queBOﬁ TCpaluu, B JIFOOBIX ClIydasdaX, KOrJaa B aHaJIM3€ KpOBU

OTMCYAKOTCA HCIIOHATHBIC HW3MCHCHHUA, HC YKIAABIBAOIIUCCA B KIMHUYCCKYH) KAPTUHY

HMCIOIICTOCS y IMalluCHTAa 3a00JIeBaHU.

4) TpeGOBaHUSI K CHEUHUAJHNCTY, NPOBOASIIEMY NpOUeAYPY WJIH BMeNIATEIbCTBO:

CTEPHAJIBHYIO IIYHKIHIO IPOBOAUT Bpad IreMaToJIor.
L OOBSCHUTH NALMEHTY O MPOLETYpEe: BCEBO3ZMOMXKHBIE PUCKH U OCJIOKHEHNS,

L [MonroroBuTh BCE HEOOXOAUMBIE HHCTPYMEHTHI JUISl IPOIEAYPHI: aHECTETHKH -

JIMAO0KAanH, HOBOKAWH; UI'JIa KACCUPCKOT'0; MPEAMETHBIC CTCKIIA U/WIIH HpO6I/IpKI/I,

5) nmepevYyeHb OCHOBHBLIX MW JOMOJHHUTECIBHBIX JTHATHOCTHYECCKUX MGPOHPHHTHﬁ B

NMO/Ar0TOBKE K NMpoueaype Wi BMeIIATEIbCTBY:
® Knunuueckuil aHain3 KpoBH;

L Koarynorpamma (AUTB, IIpotpom6un (1o Ksuky,
B8%), MHO, nporpombunoBoe Bpemsi, ¢pubpunoren, XlIl-a
3aBUcCUMBIN Gubpunonu3, AututpomOun III, mpoteun C
WIA HCCIEeNOBAaHUE AHTHKOATYJISHTHOTO  TOTEHIMAla

cuctemsl npoterHa C).
6) TpedoBaHMA K NPOBEIEHUIO MPOLEeIYPbl MM BMeIIATEIbCTBA:
°® [TyHKIMS TPOBOIUTCS B IPOIIEAYPHOM KaOMHETE, B CTEPUIIBHBIX YCIOBUSX;

o OnHopa3oBble CTEPUIIbHBIE UTJIBI;
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L O06e360muBanue - 2 Mia 2% IUI0KANHOM;

] [Ipuer;
o CrepuiibHbIE TIOBS3KH;
o [IpeameTHBIC CTEKIIA U TPOOUPKH.

7) TpeﬁoBaHl/lﬂ K IOAIrOTOBKE MaIMCHTA:

o Dta nporuenypa He TpeOyeT crnenuanbHON MOAroTOBKU. [lanineHT HakaHyHe U B
JICHb MYHKIUHM MPHUICPKUBACTCS OOBIYHOW aueThl. [IyHKIMS MPOBOAMTCS Yepe3 ABa-TPU
yaca Tmocie eapl. Bce JlekapcTBa OTMEHSIFOTCS, 33 MCKIIOUEHHEM TeX, KOTOpbhIe
HGO6XOILI/IMBI 0 >KU3HEHHBIM IIOKa3aHUIM. Takxke HGO6XOI[I/IMO OTMCHUTDL IIpCIIapaThl,
colepKaliue TemapuH. B JeHb Tpoueaypbl 3ampemaercs NPOBOJIUTH JIpyrue
JIMAaTHOCTUYECKUE, XUPypruveckue mnpouenaypsl. llepen mpouenypoil  KelaTelbHO

OIIOPOKHUTDb MOYEeBOM IMy3bIpb U KUIIICYHUK.

o [TyHKIMSI TIPOBOJIUTCS B MPOILEIYPHOM KaOWHETE, B CTEPHJIBHBIX YCIIOBUSX,
OJTHOPA30BBIMH CTEPUIbHBIMH HriamMu. OOBIYHO AN MYHKIHMH HCIONB3YIOT TPYAUHBI
(cpemuuHas uHES, BTOpoe Mexpebdepre). Ecinu ObUTM MOJOCTHBIC ONEpanuyd WIH BB HE
XOTHTE, YTOOBI B MECTE NYHKIMM OCTaBajlaCh paHKa (ICTETUYECCKH), TOTJA ITYHKIUIO

MOJKHO IIPOBCCTH U3 KPbLJIa BaHHeﬁ BerHefI HOHBBHOHIHOﬁ KOCTH.

o [ToBepXHOCTH orepanuu oOpabaTtbiBaeTcs CIIUPTOM, MPOBOJIUTCS
obe306onuBanue 2 mi 2% JIMI0KauHOM, 3aT€M BKPYUYHBAIOIINM OBICTPBIM JIBHKEHHEM Bpay
MPOXOJIUT B TPYIHUHY [0 KOCTHOrO Mo3ra («mpoBaiy). Jlasee mpoucxoAauT mpoleaypa
«acmupanumn». «BBITATUBAHUE» IIMPHUIIOM Yepe3 UIIYy KUAKOM YacTH KOCTHOTO MO3ra.
[locne monyyeHUs IOCTATOYHOTO KOJMYECTBA MaTepHalia Wria OBICTPO BBIHUMAETCH,
HAKJIQJbIBACTCSl CTEPHIIbHAS TOBS3KAa U MECTO MYHKIUU CUJIBHO MPHKUMAETCS, BBIIACTCS

nen ga 10 MuH.

L )KI/II[KaH YacTh KOCTHOI'O MO3ra MOXKET OBITh HMCIIOJb30BaHa JJIs1 O4YCHb MHOTHX
I/ICCJIGZ[OBaHI/If/'II HE TOJIBKO MOp(l)OJIOFI/II/I, HO TaKXKC MOJICKYJSPHBIX W TCHCTUYCCKUX

HCCHGHOBaHHﬁ, JIJISL YeTO KOCTHBIM MO3T JIOIOJIHUTEIHLHO Ha61/1pa10T B HpO6I/IpKI/I.

o Jliist Mmoponorudyeckoro uccieJoBaHus Bpay «pa3MasbIBae€T» KUJKYIO 4acTh 110

nNpeaAMETHBIM CTCKJIaM, HOAa€T HUM <«IIOACOXHYTb», IIOANHNCBIBACT W CKJIAAbIBACT JJIA
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nepcaadynu B na6opaTopI/1}0. Ecan HYXXHBI HpO6I/IpKI/I — IOATOTAaBINBAETCS KOCTHBIA MO3T B

npobupkax ¢ O[ATA wiu nutuit remapuHoM.
8) unaukaTopol 3¢ PeKTUHBHOCTH NMPOLETYPHI HIH BMEIIATEIbCTBO.
o [Tonydyenue 1OCTATOYHOTO KOJUYECTBA aCIIUPaTa KOCTHOI'O MO3Ta

Tpenauoﬁuoncuﬂ KOCMHO020 mM032a

1) uesib npoBeleHUs MPoLEeyPbl WM BMelIATEJIbCTBA:

o C IEJIbI0 YTOYHEHUS WM OMPOBEP>KEHUS IUarH03a;

o C LEeJIbI0 MOHUTOPUHTA 3P (EKTUBHOCTH TEPaInu;

o C IENbI0 YTOYHEHUSI PEMUCCUU WM pelUInuBa 3a00JIeBaHNUS;

® C MOMOIIFI0 METO/Ia UMMYHOTUCTOXMMHUH BO3MOKHO OKpAaIllMBaHHE MaTepHasa

Ha pa3lIMYHbIC MapKephl, KOTOPbIE MOTYT yKa3bIBaTh Ha 3a0oyieBaHus (Jielko3, uMdoma,
Muenopuodpos, XMII3, MUETONUCIIIIACTUYCCKUN CUHAPOM, AarulacTHUYeCKas aHeMHsS H

MHOT0€ JIPYTOg€).

2) NIpOTUBONOKA3aHMS K MPoIeAype HIH BMEIIATEIbCTBY:

) HM3KO€ KOJIMYECTBO TpoMOouToB Menee 10-20x10°\;
® TSDKEJIBIE HapYILICHNS CBEPTBIBAEMOCTU KPOBU,
® IIOKWJIOW BO3pacT B Cily4asx, KOrJa CTEpHAJIbHAsd IIyHKLUsS HE SBIAECTCA

CIUMHCTBCHHO BO3MOXHBIM crocooom JUarHoCTUKH,

L OCTpbIC BOCHIAJINTCIIBHBIC n I/IH(bCKIII/IOHHBIG MopaxxCHUA B MECTE

npearnojraracMoro rmpoKoJja KOxKu;

o TSDKEJIBIE COIYTCTBYIOIIME 3a00JI€BaHUS B CTAQAMM ACKOMIECHCAIMH (BOIPOC O

HGHGCOO6paBHOCTI/I IMIYHKIO WA peIIACTCA I/IHI[I/IBI/II[yaJ'ILHO).

3) noka3aHus K npoueaAype UIH BMEIIATEJbCTBY:

o IIOJO3PEHUE Ha 3]10KaUECTBEHHbIE 3a00JI€BaHUE KPOBH;
° OIlpe/ie]ICHUE CTauH 3a00/1eBaHMsI KPOBU;
o JUINTENbHAS, II0X0 MOAJAI0NIAsCs JICYEHUIO aHEMUS;
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L HaIn4ue BLIpaH(eHHOﬁ TpO6OI_[I/ITOl'IeHI/II/I, HapylLicHus B CBepTLIBaI-OH_Ieﬁ

CHCTEME WU 3a00JIeBaHUM rémocrasa,

L KOHTPOJIb KadcCTBa HpOBOHHMOﬁ XUMHUOTCpAIIMK IIpU PAKC KPOBU MU HHBIX

3a0o0eBaHUN KPOBU;

L H€O6XO[[I/IMOCTI) MOATBCPKACHUA PCMUCCHUU TTOCJIC JICUCHUA 3a00J1eBaHUs KpOBH;
L JUarHoCTHKa MOOOYHEIX 3(1)(1)CKTOB Inpu JIATCIbHOM JICYCHHH 'OPMOHAMU
L I10CJIC queBOﬁ TCpaluu, B JIFOOBIX ClIydadaX, KOraa B aHaJIM3€ KpOBU

OTMCYAKOTCA HCIIOHATHBIC HW3MCHCHHA, HC YKIAABIBAOIIHWCCA B KIMHHUYCCKYIO KapTUHY

HMCIOIICTOCH y IMalluCHTa 3a00J1eBaHU.

4) TpeGOBaHUSI K CHEHHUAJHNCTY, NPOBOASAIIEMY NpPOUeAYPY WIH BMeNIATEIbCTBO:

JAHHYIO NPOLEAYPY HPOBOAUT Bpad IreMarToJIor.
L OOBACHUTH TALUEHTY O MPOIEAYPE: BCEBO3MOKHBIE PUCKH U OCJIOKHEHHUS;

® [MonroroBuTh BCE HEOOXOAUMBIE HHCTPYMEHTHI JUISl IPOIEAYpPHI: aHECTETHKH -

JIMJOKAaWH, HOBOKAWH; UI'JIa KACCUPCKOT'O,; ITPCAMETHLIC CTCKJIAa n/unu HpO6I/IpKI/I.

5) nepeYyeHb OCHOBHBLIX HW JONOJHHTCIBHBIX JTHAHOCTHYECCKHUX MEpOIIpPlﬂTPlﬁ B

NMO/Ar0TOBKE K Mpoueaype WK BMeIIATEIbCTBY:
® Knunuueckuil aHain3 KpoBH;

o Koarynorpamma (AUTB, IIporpom6un (o Ksuky,
B%), MHO, nporpombunoBoe Bpemsi, ¢pubpunoren, XlIl-a
3aBucUMbIi QuOpuHOIN3, AHTUTpOoMOUH III, mporenn C
WIA HCCIEeNOBAaHUE AHTHKOATYJISHTHOTO TOTEHIMAa

cuctemsl npoterHa C).

6) TpedoBaHNsT K TNPOBEeIEHMI0 MNPOLEAYPbl HJIH BMEWIATEJbCTBA: ONHMCHIBAKTCH

yciaoBus AJisi MPOBEACHUA NMPOUEAYPbI WM BMEeIAaTEJIbCTBA:

[ [TyHKI¥S IPOBOIUTCS B TIPOIICIYPHOM KaOMHETE, B CTCPUIIBHBIX YCIOBUSX;
{ OnHOpa30BbIC CTEPUIIBHBIC UTJIbI;
L O06e360muBanue - 2 mia 2% IUI0KANHOM;
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) [Inpuer;

o CrepuiibHbIE TIOBS3KH;

® [IpeameTHbIE cTEKIa U TPOOHUPKH.
7) TpeGoBaHMsl K MOATOTOBKE MAIMEHTA:

o Ota nporuenypa He TpeOyeT crnenuaibHON MOAroTOBKHU. [lanineHT HakaHyHe U B
JICHb MYHKIUHM MPHUICPKUBACTCS OOBIMHOW aueThl. [IyHKIMS MPOBOAMTCS Yepe3 ABa-TPU
yaca Tmocie eapl. Bce IllekapcTBa OTMEHSIFOTCS, 33 MCKIIOUYEHHEM TeX, KOTOpbIe
HGO6XOILI/IMBI JJIs1 dKNU3HCHHBIM ITIOKA3aHHUSM. Taxoxe H€O6XOZ[I/IMO OTMCHUTL IIpEHaparsbl,
CoACpKAIIMEC AaHTUArpCraHTbl W AHTHKOATI'YJISIHTBI. B ACHb IpoucAypbl 3anpeuacTcsa
MPOBOJIMTH JIPYTHe JAMATHOCTUYECKUE, XMPyprHUecKue mpouenypsl. [lepea mporemypoi

JKCJIATCIIBHO OIIOPOKHHUTDH MOYEBOM IMy3bIPpb U KUIICYHUK.

o MaHumynsius NpoBOJUTCSA B MPOLIETYPHOM KaOMHETE B CTEPUIIbHBIX YCIOBHSIX,
MOJIOKCHHUE TMAIMCHTa — JIe)Ka Ha KMBOTE. Bpad BHITIOIHIET 00pabOTKY ONEPAIIOHHOTO
moJisi, 00e300JIMBaeT KPbUIO 3aHEH BEpXHEW OCTH TMOAB3JOIIHON KOCTH 4 MJI JIMJIOKaWHa,
M HAuWHAaeT  «BKPYYMBAIONIMMHU»  JBWKEHUSMU  CHEHUATIbHBIM  HWHCTPYMEHTOM

(IIPOXOAUTH» KOCTb, c061/1pa51 «CTOJIOMK» KOCTHOTO MO3ra.

] OOBIYHO IS WCCNeOBaHUS HYXKHO 2-3 cM Marepuana, a eclid MHalUeHT
MEPEHOCUT MPOIEAYPY XOpOIIo, TO 3a00p MOXKET MNpoAOKHTCS 10 5-6 cm. Ilocne
OKOHYAHUS B3STUS MaTepuasa, Bpay «BBITATUBACT» WIIIYy, HAKJIAAbIBAET CTEPUIbHYIO
MOBS3KY U KPEMKO MPMKUMAET MECTO MyHKIMU, HAJABJIMBas Ha HEE MACCOM CBOEro Tea.
B cnydae He3HAYUTENBHOTO KPOBOTEUEHHUS HAKIIAIBIBAEM I'eMOCTATUUYECKYIO IYOKY U J1aeM

nen ga 10-15 mMuH.

o Pesynbrar B3sTMS — mnpoOupka ¢  (U3MOJIOTMYECKUM pPAcCTBOPOM  CO
«CTOJIOMKOM» KOCTHOTO MO3ra. DTy MpOoOMPKYy HEOOXOIWMO OTBE3TH B ATOT K€ JCHb B

1a00paTOPHUIO JJISI UCCIICAOBAHUS.
8) nnankaropsl 3pPeKTUBHOCTH NPOLEAYPHI HIH BMEIIATEILCTBO.
® [Tony4yeHnue 70CTaTOYHOIO KOJMYECTBA acliupaTa KOCTHOTO MO3ra
Jliombanvnasa nynkyus

1) HeJb MMPOBEACHUSA NMMPOUEAYPhI WK BMEIIATEIbCTBA:
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o Opy TOJMO3PEHUU Ha HH(EKIHUOHHBIE 3a00JIeBaHHS IEHTPAIbHONW HEPBHOMN

cucteMbl (FHIE(PATUT UITH MEHUHTHT);

L B ClIydac IIOHO3pCHUC HaA Cy6aanHOI/II[aHI>HOG WM  BHYTPHUMO3I'OBOC
KpPOBOU3JIUAHUEC, C€CJIIM KOMIIBIOTCPHYIO TOMOFpa(l)I/IIO HCBO3MOX>HO BBbIIIOJIHUTH WJIH

HCCIeqOBaHUE JAET OTPULATCIBbHLIC PC3YJIbTAThI,

L IIAMEHTaM C BBICOKMM BHYTPUYEPEIHBIM JaBICHHEM IIPU THUIIEPTECH3UBHOMN
rugpouedan, cyO0apaXHOUAAIBHOM  KPOBOM3JIMSHMM  MIM  J0OpOKAYEeCTBEHHOM

BHYTPHUYEPEIHOMN TUIIEPTEH3HH;

L U1 BBCIACHHUS  JICKAPCTBCHHLIX IIPCIIapaToB B CIOMHHOMO3IOBOI  KaHall

(aHTUOMOTUKOB IIPY MEHUHTUTAX ).
o JUTSL UCKITIOYCHUS WITH TIOTBEPIKICHHS IMArHO3 KHEHPOJICHKEMHUS.

2) NIpOTHBONOKA3aHMS K NPoUeAype UM BMEIIATEIbCTBY:

[ ] HM3KO0€ KOJHMYECTBO TpoMOonuToB menee 10-20x10%/7;
] TsDKEJIble HapyIIEHUs CBEPTHIBAEMOCTH KPOBHU;
{ OCTpBIC  BOCIHAJIUTEIbHBIE W  HHPEKIMOHHBIE TOPAKEHHS B  MECTE

IpeaIojIaracMoro IpoKoJjia KOxu,

L TSAKCIIBIC COIMMYTCTBYIOIIUC 3a00jIeBaHUs B cTagun JCKOMIICHCAIlUuH (BOHpOC 0

HGHGCOO6paBHOCTI/I IMIYHKIO WA peIIACTCA I/IH,Z[I/IBI/II[yaHLHO);

L MMOAO3pCHUC HA HAJITUYHC 00BEMHOTO 06p330BaHI/IH T'OJIOBHOI'O MO3ra (a6cuecca,

OITyXOJIH, CyOypaabHOI TeMaTOMBI), OCOOCHHO B 3aIHCH YEePEITHOM SIMKE;
° TUIIEPJIEHKOLUTO3, IeHKoMTHI Gosee 30 x 10%/1.
3) noka3aHus K NpoueaAype UJIH BMEIIATEJbCTBY:
® MOJI0O3pEHUE Ha HEUPOJICHKO3;

4) TpeGOBaHUSI K CHENHAJHMCTY, NPOBOASIIEMY NpPOUeAYPY WIH BMeNIATEIbCTBO:

poLELypy IPOBOJUT Bpad reMaTosior.
o OOBACHUTH NALIMEHTY O MPOLEAYPE: BCEBO3MOXKHBIE PUCKU U OCIIOKHEHMUS,

] [ToaroToBUTH BCE HEOOXOAUMbBIE HHCTPYMEHTHI AJIS MPOLIEAYPHI.
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5) nepeYyeHb OCHOBHBLIX HW JONOJHHTCIBHBIX JHAHOCTHYECCKHUX MEpOIIpPlﬂTPlﬁ B

NMO/AroTOBKE K MpouLeaype Wi BMeIIATEIbCTBY:
® Knunuueckuil aHaiu3 KpoBH;

o Koarynorpamma (AUTB, IIpotpom6un (o Ksuky,
B%), MHO, npotpombunoBoe Bpewmsi, ¢pubpunoren, XII-a
3aBucUMBbIi (QuOpuHOIN3, AHTUTpOoMOUH III, mporenn C
WIA HCCIEOBAaHUE AHTHKOATYJISHTHOIO IMOTEHIMala

cuctemsl npotenHa C).

6) TpeGoBaHMsT K TNPOBEeIEHMI0 MNPOLEAYPbl HJIH BMEWIATEJbCTBA: ONHMCHIBAKTCH

yciaoBus AJisl MPOBEACHUA NMPOUHEAYPbI WM BMEeIaTEJIbCTBA:

® [TyHKUMS IPOBOAUTCA B MPOLEAYPHOM KaOUHETE, B CTEPHIIBHBIX YCIOBUSX;

] OnHopasoBble CTEPHUIIbHBIE UTIIBI;

o CTEpUJIbHBIE TIEPUATKH;

® CTEPUJIbHBIA KOPHIIAHT;

] cnupt (70%) wnu 0,5% cnupToBON pacTBOp XJIOPreKCHUAMHa Uisi 00paboTKu
KOXHU;

o JEHKOIUIACTBIPh U CTEPUIIbHBIC IIAPUKH, JTEHKOIIACTBIPE;

[ ] S MIpHUIIOB EMKOCTHIO SMJT ¥ UTJIBI K HUM;

o 0,25% wnu 0,5% pacTBOp HOBOKanHa 00€300JMBaHMS MECTa MPOKOJIA;

o 1-2% pacTtBOp TpuUMeKaumHa ISl BBEICHHS B CyOaypaJlbHOE WM SIUIYyPATHHOE
MIPOCTPAHCTBO;

® CTEPUJIbHBIE UTJIbI ¢ MaHAPEeHOM JutHOM 10-12¢cMm (urna bupa nns nmomobansHON
MyHKIHH);

o CTEpUIbHBIE TPOOUPKH I 3200pa CIUHHOMO3TOBOM KUAKOCTH.

7) Tpe0OBaHUA K NMOATOTOBKE NMAMEHTA:

L Ycneninoe IIpOBCACHUC CIIMHHOMO3IOBOM IMIYHKOUHA BO MHOI'OM 3aBHUCHT OT

INpaBHJIBHOI'O ITOJIOKCHHA 0O0JBHOTO. HGHOCpe,I[CTBeHHO nepen HyHKHHeﬁ ManueHTY
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npuaaroT 3M6pI/IOHaJ'IBHyIO o3y — YKJIIaAbIBAXOT Ha 6OK, MaKCHMaJIbHO HAKJIOHAKOT I'OJIOBY,

cru0aroT HOTH B T8.3066I[peHHBIX " KOJICHHBIX CyCTaBax.

® Ha ypoBHe nuHHH, KOTOpas COEIWHSAET BEpXHUE 3aJHUE OCTH MOJB3OLIHBIX
KOCTEH, Bpauy oOIpeaesieT MPOMEXKYTOK MEXIy OCTUCTBIMH OTPOCTKAMU TPEThEro u
4eTBEPTOro MOSICHUYHBIX TO3BOHKOB. Ilepem mpokoioM KoKy 00pabaThIBAIOT HOIOM.
[locne ororo #ox THIATEABHO YHAISIIOT CHOUPTOM, 4YTOOBI OH HE ToOmal B
cy0apaxHOUJAIbHOE MPOCTPAHCTBO. MeECTO CHHUHHOMO3IOBOM MYHKIUU OKPYXaroT

CTEPUJIBHON IIPOCTBIHEM.

o [IpoBoasT o6e300nmmBanne mecrta npeanonaraemoil nmynkuuu 0,5% pactBopom
HOBOKanHa. B urmy aist moMOaabHOW MYHKIIUU BCTABIISIOT MaHIPEH, MPOKAIBIBAIOT KOXKY,
YTOUHSIIOT HampaBieHue wuribl. [lo Mepe BBeaeHUss WIJbl Bpayd IOCIEJOBATEIBHO
MPEOI0JICBACT COMPOTHUBIICHUE JKENTONW CBA3KM M TBEPIOH MO3roBoi oOosouku. [locre
MPOKOJIa TBEPION MO3TOBOM 000JIOUKH UTITY JIJIsi CIUHHOMO3TOBOM IMyHKIIMU BBOJST OYEHB
MeJIJIEHHO. Bpemsi oT BpeMeHHM H3BJIEKAIOT MaHAPEH [JIsi TOro 4ToObl MPOBEPUTH, HE
BBITEKAET JU IiepeOpocnuHaibHast )kukocTh. Korga urna nonaaaer B cydapaxHOUJAIbHOE
MIPOCTPAHCTBO, BO3HUKAET OllylleHue mpoBana. IIpu mnosBIEHUM JMKBOpa WUIIY

npoJBUraror emeé Ha 1-2 mm.

L 3areM manueHTa MpocsT pacciabUuThbCsi, OCTOPOKHO BBIIIPSMUTH HOTH U TOJIOBY.
Bpau u3Bnekaer mMaHapeH, HE JOIMYyCKas UCTEYEHUS CIIMHHOMO3TOBOM xkuakoctu. K urie
MPUCOEUHACT MAaHOMETP U HU3MEPSIOT JIMKBOpHOE naBiieHMe. OHO B HOPME COCTaBIISIET
100150 MM BomHoro cronba. HMcredeHue 1epeOPOCIMHAIBHOM JKUAKOCTH IIPH
HEO0OXOJAMMOCTH YCUIIUBAIOT C MOMOIIBIO MOKANUIMBAHUSA, HA/IaBIUBAHUS SIPEMHbBIE BEHBI

WM 5KUBOT, WIH SIPEMHbBIE BEHBI.
8) unaukaropsl 3¢ peKTHBHOCTH NMPOLEAYPHI HIN BMEIIATEIbCTBO.

L CNMHHOMO3TOBYIO JKHUIKOCTh COOMpPAIOT HE MEHee 4YeM B 3 CTEpHIIbHBIC

POOUPKHU.
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HALIMOHAJIBHBIY KJIMHUYECKHUU
MPOTOKOJI IO MEJUIIUHCKOM
MPOPUNJIAKTUKE U PEABUJINTAIININ
MO HO30JIOI'N’ «OCTPbIN
MNPOMUEJIOLHUTAPHBIN JIEUKO3»
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TAIIKEHT 2025

OcHoenas wacmo
Benenmne

OILJI oTHOCAT K OCTpBIM MHUETOUIHBIM Jieiiko3am (OMJI), koTopele npeacTaBistoT coOoit
FeTEPOreHHYIO TPYIILy ONYXOJEBbIX 3a00J1€BaHUI CUCTEMbI KPOBHU, BO3HUKAIOIIUX B PE3yJIbTaTe
MYTallud B CTBOJIOBOM KJIETKE-IPEIIECTBEHHUIIE I€MOI033a, B PE3y/bTaTe€ YEro MPOUCXOIUT
0J10K g hepeHInPOBKU u HayMHaAETCs HEKOHTpOJIUpyeMas nponudepanus
HeAu(QPepeHIUPYEMBIX OITyXOJIEBBIX KPOBETBOPHBIX KJIETOK, BBITECHSIOUINX HOpMaJIbHbIE.

OcTpblii IPOMHEJTOUUTAPHBINH Jeiiko3 — 0COOBIi BapHaHT OCTPOTO MHEIOUTHOTO
JIeiiKo3a ¢ mpeodIialaHneM aHOMAJIBHBIX TPOMHUEIIONUTOB, XaPaKTEPUIYIOIIUICS TeHETUIECKIMU
MyTalUSIMH, TPUBOIALUIMMH K pekomOuHanuu reHa RARA ¢ renom PML (mytanus
t (155 17) (q22; q12)) unu ¢ 1pyruMu reHaMu-1apTHEPamH.

OIJI npexncraBiiser coOOM YETKO OUEPUEHHYIO HO30JI0Tn4YecKyo (popMmy B pamkax OMJI
C HACTOJIbKO XapaKTEPHBIMM KIMHUKO-TA00OpPaTOPHBIMU IPU3HAKAMU (TUNHWYHAsT MOP(OIOrus
OIIYXOJIEBBIX KJIETOK, TSYKEJIbIM T€MOPPArnyecKuii CAHAPOM, FeMaTOMHBIM THUI KPOBOTOUYMBOCTH,
U30BITOYHO AaKTUBUPOBaHHBIN (ubpunonus, [IBC-cunapoMm, OOBIYHO — JEHKOMEHHS), YTO
JIMarHo3 MOpoil MOYKHO YCTaHOBUTb, OCHOBBIBASICh JIMILIb HA KIIMHUYECKUX MPOSBICHUsAX. TeM He
MeHee UMeHHO 3ToT BapuaHT OMJI TpeOyeT kecTkoil BepuUKaUKU JUArHO3a MOJICKYIISIPHO-
FeHEeTUYECKUMHU METO/IaMU. JTO 00ycIOBIEeHO TeM, uTo uMeHHO ¢ OIJI cBsizaHo 0J1HO U3 caMBIX
NPUHLUNUATIBHBIX  OTKPBITUM B 00JlIacTH OMOJOTMH  JIEHKO30B: OOHapyxkeH (eHomeH
muddepennupoBkr  OmactHbix kietok OIJI mox BoO3AEHCTBHEM AEPUBATOB PETHHOCBOU
KHCIIOTBI — 13-IIUC-pETUHOEBOM, MOJHOCTHIO TpaHC-peTUHOEBOW (TpetuHoMH, ATRA), 9-tuc-
petuHoeBol KucnoThl. UMenHo ATRA crtana nepBbIM Tak Ha3bIBAEMbIM TAPTE€THBIM MPEMAPATOM.
[Tpumenenne ATRA peBOdIOIIMOHHBIM 00pa30oM U3MEHUIIO Ucxo bl Teparnuu OITJI.

Ortuonorusa OIJI B GonpmIMHCTBE cyyaeB HEM3BECTHA. B mocnenHue roapl OMUChIBAETCS
Bce Oousblie ciydaeB Bo3HMKHOBeHHs OIIJI kak BTOpUYHOro Jeiiko3a, CBS3aHHOTO C
npenmectBytomed  xumuoreparnued (XT) wu  oOmyderwem. bonbpime MHOTOLIEHTPOBBIC

HCCIICAOBAHUA CBUACTCILCTBYIOT O TOM, UYTO BTOpI/I‘lHHﬁ OIIl B OONBLUIMHCTBE CJIydacB
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BO3HMKAaeT HE IMO31Hee Tpex Jer mnocie 3aBepmieHus X1 1o moBogy MNEpBUYHOTO
OHKOJIOTUYECKOT0 3a0ojeBaHusl HMHTUOUTOpamMu Tomou3omepasbl Il (aHTpaLUKIWHBL, WU
MHUTOKCAHTPOH, PEXKE ITOMO3UI).

Hctunnas wdacrota Bo3HuUKHOBeHUs OIIJI Heu3BecTHa, IOCKOJIBKY B PETUCTPbI
3aboneBaemoctu OILJI BHocaT Bmecte ¢ nmpyrumu Bapuantamu OMJIL. Cumraercsa, yto OILI
BcTpeuaetcss B 5-15 % Bcex cmyuaeB OMJL. 3aborneBaHue IUArHOCTHPYeTCS BO BCEX
BO3pAacTHBIX TIpyIIax, €ro 4acToTa KpallHe HU3Ka Yy MalMeHTOB B Bo3pacte a0 10 ner. B
Bo3pacTtHoM rpynme ot 0 1o 17 ner wactora OILJI cpenu Beex cinyuaes OMJI cocrasnsier 3—4 %.
B Bo3pacre ot 10 no 20 ner BepossTHOCcTh Bo3HMKHOBeHUs OIJI nmocreneHHo Bo3pacraer, 3aTeM
HaOII01aeTCs TIaTo 10 Bo3pacrta 60 JeT, mocie 4ero BeposTHOCTh BOSHUKHOBEHHSI 3a00I€BaHU
cumxkaetcs. bonpmmHcTBO ciydyaeB OIJI auarnoctupyroT B Bo3pacte oT 20 go 60 ner. Meaunana
Bo3pacta npu guarnoctuke OILJI cocraBnser 38 ner.

MeToabl ¥ Ipoueaypbl NPOPUIAKTHKHI

Cneunduyeckoit  mpodunaktukun  Bo3HukHOBeHus ~ OIIJI  we  cymecTByer.

Pexomenayercst B paMKax JUCHAHCEPHOTO HAOIIOJCHMS MALIMEHTOB MOCJIE OKOHYAHUS
nporpammel Tepanuu OILJI BeimonHsTh uccienoBanue oduiero ananusza [IK kaxaelii mecsi B
TEYEHUE MEPBBIX 2 JeT U 3areM | pa3 B 2—3 mMecsna A0 5 JeT OT Hayajia JICYEHUs; BBIIOIHATh
nyakuuu KM B teuenue 1-ro roga — 1 pa3 B 3 mecsua, nanee — 1 pa3 B 6 Mecs1eB B T€UEHUE 210
roga, gaigee — 1 pa3 B rox g0 5 ner HaOmroAeHus Uit KOHTPOJs 3()(HEKTUBHOCTH JICUCHUS U
CBOEBPEMEHHOTO BBISIBIICHUSI peLUInBa [2].

Yposenw yoeoumenvnocmu pexomenoayuii — C (yposenv docmogepHocmu 0okazameibcmes — )

KoMMeHTapuu.: BHEIUIAHOBOE BBIIIOJIHEHHE 06mero aHalli3a KpOBH IIOKa3aHO IIpH JIFOOBIX

M3MEHECHUSX B COCTOSHMM manueHta. BHennanoBoe wuccnegoBanne KM mnokazano mnpu
BBISIBJICHUH JIIOOBIX W3MEHEHHUH TeMOTPaMMBI. BOJIBITUHCTBO PEIUANBOB MPOUCXOJNUT B TCUCHUE
1-3 ner nmocne okoHuaHus Ttepanuu. CTaHAAPTHU30BaHHBIE BpPEMEHHbIE TOYKM B3sATU KM
HeoO0xoauMbl ipu MoHUTOpHHTe MOB.

Pexomengauuu no mouutopunry MOb

BricokoadpexTruBHBIM MeTOJOM ArarHOCTHKU 1 MoHuTOpuHTra MOB mpu OIJI siBrsieTcst
metroa FISH, uyBcTBUTENBHOCTH KOTOpOro cocrapisger 1:1000, ogHako OTCyTCTBHE Mapkepa
IIpY 3TOM uccienoBaHuu He o3HadaeT orcyrctBue MODB. OrcyrcrBue MODB Bceraa noimkHO
ObITH TOATBEPKIeHO MeToaoM ITLIP.

Mounutopuar MObB HeoOxoaum Ui onpeaesenns TepaneBTuyecko TakTuku rnpu OILI
C CaMbIX PaHHHUX 3TallOB INOCTPEMHCCUOHHON Tepanuu. [locTUrHyTash MOJIEKYJIsIpHAs PEMHUCCHUS

(meron IILIP mist ompeneneHus: MOJIEKYJISIPHONH PEMHCCHM JOJKEH BBISBISATH HE MEHEE OJTHOM
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OIyXOJIEBOM KiIeTKM Ha 10 ThIC. HOPMAIBHBIX, T. €. €0 YyBCTBHTEILHOCTH cocTaBiser 1074)
ABIISETCS NPUHLUNUATBHBIM ~MoMeHTOoM B Jedenun OIDJI, moOCKonbKy —OTCYTCTBHE
MOJIEKYJIIPHON PEMHUCCUU TIOCJIE€ BBITIOJHEHUSI MHTEHCUBHOM KOHCOJIMIAIIMKA CBUJIETEIBCTBYET O
HEU30S)KHOM PElUIUBE U TPEOYET N3MEHEHHS TePANICBTUICCKON TaKTHUKH.

Mounutopunr MObB no3BosisleT UCIONIb30BaTh OOJiee MHTEHCUBHOE JICUECHHUE Y MAIUEHTOB,
y KOTOPBIX PUCK Pa3BUTHS PELMIMBOB BBILIEC, B TO BPEMS KaK IMPU MEHBIIEM PUCKE MallMeHTaM
MOKET OBITh TIOHW)KCHA WHTCHCHUBHOCTH JICUCHHUS, YTO I[IO3BOJIAT YMEHBIIMTH YacTOTY
HEXEJIATeNIbHBIX SBJICHUN Tepanuu, B TOM YHUCIIE YaCTOTY BOSHUKHOBEHUSI BTOPUYHBIX OITyXOJICH.

[TaruenTam, y KOTOPBIX TOCJE 3aBEPIICHUS] KOHCOJIUAALNUU MPOJIOIIKAET ONPEAENsAThCS
XUMEPHBIM  TPAHCKPUNT (4yBCTBUTENLHOCTH Merona 10™), Heo0XoauMo  IPOJOKHUTH
WHTEHCHUBHYIO TEpPANMIO C IUEIbI0 MPEAYNPEkKIACHUS Pa3BUTUS peruanBa (UCMOJIB30BAThH
npenaparbl MBIIIbSKA, Mpejiarath MalUeHTy TPAHCIUIAHTALMIO T€MOIOATUYECKUX CTBOJIOBBIX
kietok (TI'CK)).

[TarmenTam, y KOTOpBIX BbIABIEH Bo3BpaT MObB (MoneKkynsipHbIi peluInuB), HEOOX0AUMO
MPOJIOJDKUTh M MOAU(HUIIUPOBATH TEPAINUIO C LENBI0 MPEAYIPEKICHHUS pa3BUTHS peruanBa. B
cinyyae panHero (no roga [1P) monekymnsipHoro penuanBa cieayeT MOAU(PHUIIUPOBATH TEPATHIO
(Hampumep, BBECTH B TMPOTOKOJN IUTapabuH** — mpoBectm mporpaMmmy 7 + 3 cC
nayHopyoununom** B nmoze 60 mr/m2 B coueraHuu ¢ 30-mHeBHBIM npuemMoM ATRA**
MOCTAPaThCsl MOJYIUTh MOJICKYJISIPHBIN OTBET U 00s3aTenbHO peanu3oBaTh mpoekT TT'CK. [Tpu
no3aHeM peruause (ot roja [1P) na done MOCTOAHHOW MOAAEPKUBAIOIICH Tepanuu CIeayeT
TakKe BBIMONMHUTH Kypc 7 + 3 + ATRA** (¢ mmapyOunmnom™*) ¢ nanpHeimeil mocTOsTHHON
MOJACP>KUBAIOIIEH Tepanyei.

OnTtumanbHOM Tepanueld Mpu pa3BUTHH JIIOOOrO BapuaHTa MOJIEKYJISPHOTO peLuIrBa
SBJISICTCS TEPAIUsI MBIIIbAKA TPUOKCHIOM B TEUCHUE MUHUMYM 6 MecC.

MosnexkynsapHbIi MOHUTOPUHT OCOOCHHO BaXKEH B TEpBbie 12 Mec. mociie 3aBepIieHHs
WHTCHCUBHOW KOHcoymmanuu. [lo HammMm HaOMIOIEHUSM, Yy IOABIISIFONICTO0 OOJNBIINHCTBA
NAI[MeHTOB MOJIEKYyJsipHas peMmuccus Aocturaercs mocie 3 kypcoB XT, a Oousblias 4acTb
MOJICKYJISIPHBIX W/WJIM T€MaTOJIOTUYECKUX PEeUUIMBOB HabmromaeTcs depe3 18-24 mec. mocne
noctuxkenus [1P. ¥V nmanuenTo, kotopsiM uHAaykius pemuccun (UP) ocymectsusiercs ATO B
couetannu ¢ ATRA**, MonekynsipHas peMHUCCHS JTOCTHTAETCs B IMOJABJISIONIEM OOJIBITUHCTBE
ciy4aeB mocie 1-2 KypcoB, a BEpOSTHOCTh PAa3BUTHS PEIMANBA KpaliHe HU3Kasl.

Ctporocth B BBIITOJTHCHUH MOHUTOpPHHTA B Te4eHHE 12 mec. mocie koHconumanuu (~18
MEC JICUEHHs) OIpENessieTCs] MCXOJHBIM YHCIIOM JICMKOLUTOB, T. €. Y MHAIlMeHTOB C YHCIOM
JNeWKoMTOB B nebroTe 3a0onesanus >10 x 10%/11 mapkepst MOB HEO6X0AMMO MOHUTOPUPOBATH

3HAYUTENBHO 4ame — | pa3 B 2—3 Mecsma, MOCKOJIbKY BEpPOATHOCTh PELUAMBAa y HHUX Ooee
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BBICOKas. Y TAlMEHTOB, y KoTopbix Mapkep MODB mnepcuctupyer u mocie 3-ro Kypca
KOHCOJUAAIMY, HEOOXOJUMO paccMaTpuBaTh BO3MOXKHOCTh HW3MEHEHHUS TEeparneBTHUUYECKOM
TaKTUKH (IPUMEHEHHUE MBIIIbSKA, BHIIOJHEHUE TPAHCIUIAHTALIMHU aJIJIOTEHHBIX T€MOMOATHYECKUX
cTBOJIOBBIX KJIeTOK (ayuio TI'CK)). MOHUTOPHHT ciielyeT OCYLECTBIATh IOCIE KaX10r0 HOBOTO
MOCJIETYIOLIEr0 METOAa BO3AEHCTBHUA.

[MI[P-ananu3 knerok KM siBnsiercst Oonee dyBcTBUTEIbHBIM, ueM [II[P-ananus kierok
[TK.

[Ipesxxne 4YeM NpUHMMATH TEPANEBTUYECKUE PELIECHUS, OCHOBAaHHBbIE Ha JIaHHBIX
MOJICKYJISIPHOTO MOHHMTOPUHTA, HEOOXOAMMO MOBTOPHO TOJYYUTH TOJOXKUTEIBHBIA PE3yJIbTaT
[TL[P-ananu3a. [Ipuuem, 4TOOBl YMEHBIIUTH BEPOSTHOCTh MOMYyYEHHUSI OUTMOOYHBIX PE3yIbTATOB
U3-32 METOJMYECKUX TOTPEIIHOCTed WM NyTaHulbl 00pa3noB, TpaHckpunt PML-RARa
JIOJDKEH BBISBIATHCS TIPU aHAIM3E CBEXKENMONMy4YeHHBIX KieTok KM. Bce mabopaTopun, KoTopsie
npoBoasT I1I[P-ananu3, Ha OCHOBAaHUU PE3YNbTATOB KOTOPOTO WM3MEHSIETCS TEpaIus, AOJKHbI
MMETh OYEHb KECTKUU BHYTPEHHUN KOHTPOJIb KAYECTBA BBHINOJIHEHHS aHAIN30B U y4acTBOBAaTh
BO BHEIIHEM KOHTPOJIMPOBAHUHU. J[JIS MCKIIOUEHHUs OIIMOOK B JUArHO3€ MOJEKYJISPHOTO
peuuaMBa cieayeT BBINONHATH oaHOBpeMeHHO FISH-anamus. OpHOKpaTHOro BbIABICHUS
tpanckpunta PML-RARa meromom IIIP u moarBepxkaeHHs MMOJIOKUTEIBHOTO pe3yJbTaTa
FISH-ananu3oMm 10CTaTOYHO 11 YCTAHOBJIEHHSI MOJIEKYJIIpHOTO peuuauBa. Eciu orcyTcTByeT
BO3MOKHOCTh BbINONHATH FISH-ananu3, To nmosTopubiil III{P-ananu3 cineagyer BBITONHATH B
Oosee paHHUE CPOKH — uepe3 14 aHel rmociie noaydyeHus NePBbIX MOJI0KUTEIbHBIX PE3YIbTaTOB.

Mounutopuar MOB crnenyer npoBoAuTh W Y HAllMEHTOB BO BTOPOl MOpdoioruueckoin
pemuccun  OIIJI, o0coOeHHO KOrja OCYHIECTBISETCA TIOJATOTOBKA K  BBIOJTHEHHUIO
TPaHCIUIAHTAIIMM  ayTOJIOTUYECKUX TIEeMOMOITHYECKHX CTBOJNIOBBIX KkieTok (ayto-TI'CK).
3aroToBKa ayTOTPAHCIUIAHTATa BO3MOXHA TOJBKO IPU JOCTHKEHUH MOJIEKYJSIPHON PEMHUCCHUH,
MOJITBEPKICHHOM JIBAXKIbI.

Omnpenenenue mapkepoB MObB mocne ayro- wimm amio-TI'CK mno3Bonsier BbIOMpaTh
HEOOXOUMYIO TEPaNeBTUYECKYI0 TakTHKy. OOHapyxenue Tpanckpunta PML/RARa B TeueHue
3 mec nocie TI'CK yka3piBaeT Ha HEM30€KHOCTh PELMIMBA, U B YKa3aHHOW CUTYyallUd CaMbIM
onTuMaiabHbIM npenapartoM siBisiercss ATO.

Juast monntopuara MOB y nanuenTos ¢ OILJI B pemuccuu:

o Pexomenayercsi BceM NAUMEHTaM NPOBOJAUTH MOJIEKYJISIPHO-T€HETUYECKOE
uccienosanre MODB npu neiiko3ax meronom [P kaxaele 2 mMec. B TeueHUE NEPBOro roja
nedeHwus, 3ateM | pa3 B 3 Mecsiia B TeueHue 2 JIeT 1mocje 3aBepiieHus konconuaanu [1,3,4,12-
14].

Yposenw yoeoumenvnocmu pexomenoayuii — C (yposenv docmogepHocmu 0okazamenbcmes — )
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KommenTapuu: O0IBHBIM U3 TPYIIIBI HU3KOTO pUCKa (JEHKOIUTHI B 1e0roTe 3a00neBanus <10 X

10%1) npu JTOCTHIKEHUM MMM MOJIEKYIISAPHOM PEMHCCHU MOHUTOPMHI MOXKHO OCYIIECTBIISTH
TOJILKO B T€UYEHHUE MEPBOT0 T0/1a JICYCHUSI.

o Pexomenayercst ucnonnp3oBath KM B KauecTBe marepuana Ui OMpeesieHus
MOB, nockoneky uccinenqopanne MOBb B KM Gornee mocTtoBepHO (BBIIIE YyBCTBUTEIBHOCTH),
yeMm B 1K [14].

Yposenw yoeoumenvnocmu pexomenoayuii — C (yposernvb docmosepnocmu 00oKazamenbcme — 5)

o Pexomenayercs g nmanueHtoB ¢ [II[P-no3uTMBHBIM  pe3ynbTarom,
MONyYEHHBIM TIOCNE KOHCONUAauu, wuccieqopanue KM moBTroputh coycts 2 Heaeiau
(>kenaTenbHO KaK B MECTHOM, Tak U B pedepeHc-maboparopuu s MOTy4eHUsT HE3aBUCHUMOTO
pe3ynbTaTa)2,4].

Yposenv yoeoumenvnocmu pexomenoayuu — C (ypogeHnvb 0ocmogepHocmu 0oKazamenbcmes — 5)

o Pexomenayercst BceM MmanueHTam Mpu MOJ03pEHUH U Npu yctaHoBieHHoM OITJI,
a TaKke B XOJAe Tepamuu ¢ 4dactoroil 1 pa3 B 3—6 MecsleB MOJIEKYISIPHO-OMOIOTHYECKOE
UCCIIEIOBaHNE KPOBU Ha BHpPYC UMMyHoaedunuta yenosexka BUY-1 (Human immunodeficiency
virus  HIV-1)  nng  yrouHeHUST  HEOOXOAMMOCTH  OJHOBPEMEHHOTO  IPOBEACHUS
MPOTUBOOITYXOJIEBON Y aHTUPETPOBUPYCHOM Tepanuu [2,15].

Yposeuw yoeoumenvnocmu pexomenoayuu — C (yposenvb docmosepnocmu 0oKkazamenbcme — 5)

e PexoMeHnayeTcsi BceM MallMeHTaM NP MOJ03PEHUH U TIpH ycTaHoBieHHOM OIJI,
a Takke B XOJile Tepamuu ¢ 4YacToTod 1 pa3 B 3—6 MecsieB BBIIOJHEHUE MOJIEKYISIPHO-
OHMOJIOTUYECKOT0 MCCIEOBaHMUs KPOBU Ha BUpyc renatuta B (Hepatitis B virus) u Ha BUpYC
renaruta C (Hepatitis C virus) ¢ 11€JIbI0 YTOUHEHUS! pUCKA PEAKTUBALIMK BUPYCHOIO Te€raTuTa u
B CiIyyae HeoOXxoaumocTH — ee npodunaktuku [2,16,17].

Yposenw yoeoumenvnocmu pexomenoayuu — C (yposenvb docmosepnocmu 0oKkazamenbcme — 5)

o Pexomenayercs BceM nammeHTtam npu noxo3penuu Ha OIJI, a takxe B ciaydae
pa3BUTH peruauBa U nocie BeimosHeHus amio-TICK onpenenene 0OCHOBHBIX TPYI KPOBHU O
cucteme ABO u ompenenenue antureHa D cuctemsl Pesyc (pesyc-daktop) s BOZMOXHOCTH
BBITMIOJTHEHHSI 3aMECTUTENFHON IeMOKOMIIOHEHTHOW Tepanuy MpU HAIWYUU TOKa3aHUM /10, BO
BpeMs Uiy mociie Tepanuu [2,18].

Yposenv yoeoumenvnocmu pexomenoayuu — C (ypogernvb 00cmogepHocmu 00Kazamenbcmes — 5)

o Pexomenayercst Bcem mnamuentam ¢ peuuauBoMm OIDUI mocne noctskeHus
BTOPOW M TOCIEAYIOUIMX PEMUCCHH KOHCYJIBTAIUsl B TPAHCIUIAHTAIMOHHOM LEHTPE C IEJbI0
OTIpeNIeNIeHus! 1IeTIECO00Pa3HOCTH U BO3MOXKHOCTH BBINTOJIHEHUs ayTo- uin awto-TTCK [1-3,5].

Yposenw yoeoumenvnocmu pexomenoayuu — C (yposenvb docmosepnocmu 0oKazamenbcme — 5)
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IIpopuiaakTuka BoBjIedeHNs HEHTPAIbLHOH HEPBHOM CHCTEMBI

[lopaxenue uenrpambHoi HepBHOU cuctembl (LIHC) sBnsiercs cambIM  4acTbIM
skcTpamenysusipabiM ouarom npu OIUL. Tak, mo kpaitneit mepe okoso 10 % remaTonormyeckux
petmauBoB conpoBoxaatoTca BomieueHneM L[[HC. Ilostomy Bo3moxkHOCTh BoOBieueHust [[HC
CIIelyeT paccMaTpuBaTh y Jito0oro u3 nanueHToB ¢ OIJI ¢ HeBpoIornuecCKuMyU CUMIITOMaMH, U
OHa JTOJDKHA OBITh UCKITFOUCHA Y BCEX MAIIMEHTOB C PEIMIUBOM [2].

o Pexomenayercs narmentam ¢ OILJI Bbicokoro pucka mocie JOCTHXEHUS MEpBOM
[P mpodunakTrka HeHpOIEHKEeMUH WMHTPATEKAIGHBIM BBEJCHHEM #MeToTpekcata**15 wr,
nuTapadbuna** 30 Mr u nekcameTtazona** 4 mr [44].
Yposenv yoeoumenvrnocmu pexomenoayuu — B (ypogervb docmogeprocmu dokazamenbcms — 3)
KommenTapuit: mockonbKy —OonbmuHCTBO [[HC-penmanBoB BO3HHKAeT y TMAIMEHTOB C
THITEPIICHKOIIMTO30M, HEKOTOPBIC MCCIICIOBATENM BKIFOUAIOT MpodmiakTrky Bomiedenus [[HC y
MAIMEHTOB BBICOKOW TpyMIbl pucka. Jlns TakuxX MaIlMeHTOB IENeCO00pa3HO  OTIIOKHUTH
npopHUIaKTUKy HeWposeiikeMun 10 MoMeHTa aoctkenus [IP, Tak xak B mepuoJ MHIYKIMOHHON
TEpAIMU OYEHb BBICOK PHUCK OCJIOKHEHHH, CBA3aHHBIX CO CIIMHHOMO3IOBOM ITyHKIMEW. Poccuiickas
UCCIICIOBATENILCKAsI TPYIIA TAKKE TMPHUICPKUBACTCS MHEHHS O HEOOXOIUMOCTH BBITOIHCHHUS
NpOo(UIAKTHKA HEHPOJICHKEMUH MHTPATEKaIbHBIM BBEJACHHUEM METOTpeKcara™™, murapabuHa™* u
JIeKcaMeTa30Ha** 'y MalMeHTOB ¢ WHULMAIBHBIM Jiekikonurosom >10 x 10%n [4]. TlanuenTtam
BBITIOJIHSIETCS. S5 JIOMOAJIbHBIX MYHKIWK (C BBEIEHHEM 3 TIperaparoB) B TIEPHOJ KYpCOB
WHTYKIIMH/KOHCOIUAAIHH, 3aTeM 1 pa3 B 3 mec.

e He pexomenayercs npodmiaktuka Heponeiikemun y namuentoB ¢ OIJI Huzkoro
PHCKa, T. €. €CIIM HCXOIHOE YHCIIO JIEHKOLMTOB He npeBbiuano 10 x 10%/1 [44].
Yposenv yoeoumenvrnocmu pexomenoayuu — B (ypogervb docmogeprocmu 0okazamenbcms — 3)

Meauuunckasi peadbuiauranus 1jsi nauuenTos OIJI

CrneuunanbHbix MeTo10B peadunuranuu npu OITJI He cymecTByer.

. Pexomenayercsl MPOBEJICHUE PEaOMIMTAIIMN TPYU BOSHUKHOBCHHUH OCIIOKHECHUN
nocise 3aBepiieHust nporpammsl Tepanuu OIUJI B pamkax cOOTBETCTBYOIIMX HO30510THH [55].
Yposeuw yoeoumenvnocmu pexomenoayuii — C (yposenv docmogepHocmu 0okazameibems — )

KommeHTapuu: mocie OKOHYAHHS JICYCHHST PEKOMEHIYETCsS BECTH 3J0POBBIM 00pa3 KHU3HH,

UCKJTFOUYUTH UHCOJISIHIO U (pru3noTepaneBTuieckue npouenypsl. [lpu npoenernu X T Bo3zMokHA
KapJuo-, Tenaro-, HelWpo-, Hedpo- U JApyras TOKCUYHOCTb, IOCIEACTBUS KOTOPOH MOryT
IIPOSIBIIATBCS U IIOCIIE €€ OKOHYAHUS.

Opzanu3zayuonnbvle acneKkmyl nPOMoOKoa:

VY aBTOpPOB MPOTOKOJIa KOHGINKT HHTEPECOB OTCYTCTBYET.
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[TepecmoTp mpoTokosa 4yepe3 3 wiM 5 Jie mocie ero pa3padoTKU WIHM MPU HAIUYUU

HOBBIX METOOB C YPOBHCM JOKA3aTCIIbHOCTH.
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