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16—17 uions 2023 e. 6 Koromue cocmosinacy Il nayuno-npakmuueckas kongepenyusn «JAocmusncenus, npodaemot
U NepCneKmuenl 8 2eMamono2ul>, 0peanu308antas Accoyuayueii eemamonozoé Mockosckoii oonacmu. B xode konpepenyuu
8eOyUUMU OMEHeCMEEHHbIMU 2eMAMOA0AMU ObLAU NPedCMasaeHbl CAMble AKMYANbHble CEEOCHUsl 0 COBDEMEHHbIX A0CmUICe-
HUAX 6 oOnacmu OUAZHOCMUKU U Mepanul WupoKo2o cnekmpa 6o04esHeil U Ho8000pa308aHUL CUCMEMbL KPOSU, d MAKIce
0 NPoBedeHUU HAYYHbIX UCCAeD08aHUL U NPABOBLIX ACNEKMAX Npu AeveHuu danHbix 3abonesarnuil. OcobeHHOCMbI0 00KAA008

oOvLra ux npakmuveckas HanpasaeHHocms U 00MeH ONnbIMOM C yvacmHukamu KOH¢ep€HHLlLI.

BypHBbIii poCT HOBBIX 3HAHUI Y BO3MOXHOCTEH B AU-
arHOCTUKE U JieueHUU 00JIe3HEN CUCTEMbl KPOBHU U 3J10-
KauyeCTBEHHbIX HOBOOOpPa30BaHUI KPOBETBOPHOM, JTUM-
GOouaHONM U POACTBEHHBIX UM TKaHEW OOYCIOBIMBAET
HEOoOXOMMOCTb HEMPEPLIBHOTO 00pa30BaHNS U MOCTOSIH-
HOro oOMeHa OMBbITOM MEXIY BpauaMM-TeMaTOJOraMM.
Haubonee a¢pdhexTBeH MHAMBUIYAIbHEIN (hopMaT B3au-
MOJIEMCTBUS C BEAYIIMMU CHELMATUCTAMM, YTO U OBLIO
OpraHM30BaHO Ha JaHHOIT KoHDepeHIMH. Bemymmvu crie-
IMaJTMCTaMU OBUTH TIpeaCcTaBlIeHBI 6oJiee 20 TOKIIamoB, TTO-
CBSILLIEHHBIX HE TOJbKO OTIEJbHBIM 3a00JIEBAHMSIM, HO U
¢dyHIaMEeHTAJIbHBIM MCCAEI0BAaHUSIM KaHLIeporeHe3a 1
MPUHLMTIAM MPOBEIECHWS HAYYHbIX UCCJIEIOBAaHUM, a TaK-
K€ MPaBOBbIM acneKTaM OKa3aHUs MEAUIIMHCKOU MOMO-
11U B TeMAaTOJIOTUM.

Ceccus «Jleuenre n amarHocTrKa opdaHHBIX 3a00J1e-
BaHWUI1» ObLIa OTKpHITA HoKIagoM E.D. Ilnmiep «DBoito-
1y pakTopHOM Tepanuu remModminn A». JJoxiramunk
OTMETWJIa 3HAYUTEbHOE Pa3BUTHE BOZMOXHOCTEM JIEYEHUS
remodunn A 3a mocienaue 100 et (ecm paHbIIe Talm-
€HT ObLT 00peveH Ha ObICTPYIO MHBAIMIU3ALIMIO U HEBBICO-
KYI0 IPOIOJIKUTENbHOCTD KU3HU, TO IPUMEHEHKE COBpE-
MEHHBIX METOAOB T€paNuM MO3BOJSIET OOJbHBIM BECTU
MOJIHOLIEHHYIO XXM3Hb C MPOIOIKUTEIbHOCTBIO, TTPaKTHU-
YECKH HE OTIMYAIOIICICS OT OOIIETTONYJIIIIMOHHOM). Bbum
MpeaCcTaBAeHbl KICTOPUYECKNM 0YEPK Pa3IUUHBIX METOAOB
JieyeHUsl, COOCTBEHHbBII OIbBIT BHEAPEHUSI KOHLIEHTPATOB
(aKTOPOB CBEPThIBAHMS KPOBU B KIIMHUYECKYIO MPAKTUKY
U CPABHUTEJIbHbIE PE3YJIBTAThI JICUCHUSI.

Ha ceroansiiiHuii ieHb NpoduiakTUYecKas Tepanus
SIBIISIETCSI OCHOBOIT OCHOB JieueHMsT reModmmu A. Bee
MalMEHTHI C TSLKEIbIM (PEHOTUIIOM 3a001€BaHM S JOJIKHBI

TOJTy4aTh MPOPUIAKTUIECKOE JIeUCHNE, KaXKIOMY Tallk-
SHTY Tepanusl J0JKHA OBITh ITOI00paHa MHINBUIYATBHO.
Jl1st TOr0 HE0OXOAMMO MOTHOLIEHHOE JIAbopaTOpHOE 00-
CJIeIOBaHNE B COOTBETCTBUM ¢ KIMHUICCKUMU PEKOMEH-
JaumusiMu. PaHbIe 11ei1b 3aKiTo4anachk B TOM, YTOOHI Iepe-
BECTH TeMOMIIINIO M3 TSDKEI0M (DOPMBI B CPETHETSIKENYIO,
ceifyac Tepamnus HallpaB/IeHa Ha JOCTIKEHHUE TAKOTO YPOB-
HS (haKTOpa CBEPTHIBAHUS, TIPY KOTOPOM He OyIeT KpOBO-
TeYeHMIt, — B CpeHeM 3T0 3—5 % OCTaTOYHOI aKTUBHOCTH
(daxTopa VIII Ha Toii Tepannu, KoTopas monoopana. B ciry-
yae XXeJaHWS MallieHTa BEeCTH aKTUBHBINA 00pa3 KU3HU
aKTMBHOCTbH (pakTopa IokHa ObITh 13—15 %, a B psne
cIyJaeB BhIIIe. B HacTosIIIiee BpeMsT 3HAUMTEIbHAS YacTh
MALMEHTOB HE XOTST NePEXOIUTD C TIa3MEHHbBIX (haKTOpPOB
C IIEPUOIOM IOTyBbIBeAeHUSI 6—8 4 (KOHLIEHTpALUsI CTa-
HOBUTCSI MTHMAJILHOM Ha CJICAYIOIINIA ICHb) Ha ITPOJIOH-
TUPOBaHHBIE (DOPMBI C ABYKPATHBIM BBEICHHEM B HEIEIIO,
CO3IaIoIINe BHICOKNME KOHIIEHTPAIINHY, 9TO YJIydIIaeT Ka-
4ecTBO XU3HU. Llesb cocTonT B pa3bsICHEHUH BO3MOXHO-
CTEH MOCTVKEHUS Y TTAIIMEHTOB C TeMOMIIINEI TAKOTO Ke
KaJyecTBa XW3HM, KaK Y 3I0POBOTO yesoBeKa. Jjisa aToro
cJIeayeT HayIMTh MalleHTa 1 €TO CEMbIO BBITIOHSTE OTIpe-
IeJIeHHBIe MaHUIYJISIIAM, PETYISIpHO BBOOUTH (haKTOp
¥ KOPPEKTUPOBATh JICUCHUE TIPH HEOOXOTMMOCTH.
OIHUM M3 CITOCOO0B MOBBIIEHUS (PHEKTUBHOCTH
JICYCHMS SIBJISIETCSI TIEPEXO.T Ha IIPOJIOHTUPOBAaHHEIE (hop-
MBI TIPeTapaToB, Ha KOTOPBIE ITOJTHOCTHIO ITEPEITH HEKOTO-
pbIe eBpoIrelickre cTpaHbl. B Poccun oduimansHo 3aperu-
CTpUPOBAHO 2 Tiperapara (OKTOKOT ajibda 1 3(pMOPOKTOKOT
anbda). B mporpaMmy «14 BEICOKO3aTpaTHBIX HO30JIOTHI»
(14 B3H) Bxomut 3(pMOPOKTOKOT ayibtha, KOTOPHII TTOJTY-
YeH ¢ MOMOIIBIO TeXHoJornu causiaus Fe-dparmMenTon

17


https://creativecommons.org/licenses/by/4.0/
https://doi.org/10.17650/2782-3202-2024-4-1-00-00
https://doi.org/10.17650/2782-3202-2024-4-1-00-00

18

TOM4/VOL4

2024

MD-ONCOR

WMMYHOTJI00YJTMHOB, BEIpAIIleH Ha YeJIOBEYSCKOM IMHUHT
KieToK. I1pu MCIoaIp30BaHNM 3TOTO MpemapaTa ¢ 9acTo-
TOM MHBEKIINI B cpeaHeM 2 pa3a B HeIelio y 0ojiee 4eM
45 % mnalmeHTOB OTCYTCTBOBAJIM KPOBOTEUEHUSI U ObLIO
gpocturnyto 10 100 % «paspelieHust» CyCTaBOB-MUILIEHE
(<2 KpOBOMBIMSTHUI B CYCTaBBI-MUIIICH! B TeueHe 12 mMec),
MPY 3TOM HU y OJHOTO U3 MALMEHTOB HEe ObUIO OTMEYEHO
TIOSIBJICHMSI aHTUTE]T IIPY BBEIEHNHM TIperiapaTta. [[1s BBeme-
HUS HEOOXOIUM HEOObIION 00beM IIpenapaTa, YTo aKTy-
aTBHO TIPH JICYCHUH AETeH Y CAaMOCTOSTEILHOM BBEICHUNU
manueHTaMu. Kpome Toro, 1o cpaBHEHUIO C UCITOIB30Ba-
HHEM CTaHIapTHOM Tepalliy MOXHO ITOyIUTh (DapMaKko-
SKOHOMUYECKUIA 3(pHeKT B BUIEe CHIDKCHUSI 3aTPar.

PaccMmotpeHs! HehaKTOpHBIE METOIBI TepaIii TeModu-
Jmn. BaprmaHTOM BOCCTaHOBJICHUST Pa30pBaHHOTO KacKama
KOATyJISIIAN TIPY TeMOGMIMHI MOKET OBITh BO3ICMCTBUE Ha
crcTeMy TKaHeBoro ¢akTopa. [Ipemaparbl-MHTHOUTOPEI TKa-
HeBoro (hakTopa (KOHIM3yMao, MapCTaIMMAa0 ), TIPOXOISIIIEC
KIMHUYECKME MCCIICIOBAaHUSI, OOPa3yIoT 3a CUET BBICOKOM
TeHepali TpOMOMHA, akTuBaIy hakropoB VII n X crycrok
6e3 npucyrcTBus ¢akropa VIII. [TpuMmeHeHMe npyrux mpe-
IMapaToB — MHTUOMTOPOB aHTUTPOMOWHA ((DUTYy3MpaH) —
SIBJIICTCSI CIIOPHBIM, TTOCKOJIBKY MX JIeUeOHOE ICHCTBUE
IIpX TeMO(DMIINN 3aKJTI09AeTCS B CO3TaHUM TPOMOODmImn
3a cueT Aedumura anTuTpomM6buHa. Ho ompeneneHHast
IpyIIia allueHTOB OyIeT MMU MOIb30BaThess. MHrmomTo-
PBI €CTECTBEHHBIX aHTUKOATYJITHTOB (IpoTenH C, TIpoTe-
WH S), HaXoAsIIuecs B KIMHUYECKUX MCCIeIOBAHUSIX,
UMEIOT CXOXWIT MEXaHW3M JIEMCTBUS 3a CYET MHTHOMPO-
BaHUS OTHOTO ITyTH B KacKaJe KOaryJIsIIyy ISl COXpaHe-
HHS APYTOTO, T. €. YCWICHWE TPOMOO3a ISl TOTO, YTOOBI
co3aaTh pedajaHC KpOBOTOUMBOCTH. CIIEAYIONTMM HHTE-
PECHBIMU TIpelTapaTaMy SIBJISIIOTCS aHTHUTEA (3MUIIM3Y-
Mab, Mim8), KoTopsle MUMUKPUPYIOT aKTUBHOCTH (haK-
topa VIII, XoTsa uM He SIBISIIOTCS.

B HacTosim1Ie€ BpeMsT HAUMHAIOTCS MICCIICAOBAHYSI TeH-
HoW Tepanuu nipu remodpuniuu A u B. bynyiiee repanuu
CBSI3aHO C COBPEMEHHBIMHM IIpeIlapaTaMM, KOTOpPBIE ITO-
3BOJISIT JOCTUYh HYJIEBBIX CITOHTAHHBIX KPOBOTCUCHUI
1 KOHTPOJIUPOBATH JTIO0YI0 KPOBOTOUMBOCTD Y MallMeHTa
¢ reMouimnei.

Crenyrommuii nokian «BeneHne 00IbHBIX C TeMOpH-
et A B MOCKOBCKOI 00J1aCTU: MEPCIEKTHUBLI M1 BO3MOX-
HOCTH JIJIST ONTUMU3ALIMH JIEKaPCTBEHHOTO 00eCIIeYCHMST»
onut nipencrasiieH T.A. Murtunoii. Teppuropuss MockoB-
ckoit oomact (MO) — He caMas OOJIBIIAs B CTpaHe, HO SIB-
JIIeTCST OMHOU M3 HEMHOTHX, HACEJICHUE KOTOPHIX YBEIMUIM -
BaeTcs (3a 2022—2023 rr. mpupocT cocTaBua 1,6 MIIH ye-
JIOBEK), YTO OOYCIIOBIIMBACT KOJIOCCAIBHYIO Harpy3Ky Ha
OI0mKeT 3mpaBooxpaHeHMs. B HacTosee Bpemst B Poccnu
4ucao 0onbHBIX reModwineit cocrasisieT 11 151 yenoBek
(64,11 % w3 HuX — B3pocbie), 9184 naimeHTa TOCTOSIHHO
noJtyyaroT Teparnuto. Okono 60 % ciydaeB 3a601eBaHUS —
9TO TSKEJIbIE M CPeIHETSIKEIbIe (DOPMBI, KOTOPBIE TPeOy-
0T JICUCHUS.
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B Hacrostiee BpeMst peannsyeTcs poGUIaKTHIeCKIT
MIPWHIIAII TPOBeAeHUS Tepary reModunun. [Tokazanu-
SIMU ST IPOPIITAKTAYECKOM TepaITiy SIBIISTIOTCS TSoKeTast
¢dopma 3abojIeBaHMs, a TAKKE CpeaHETsTKeNast opMa,
€CJI pa3BUBAETCS XOTS OBI 1 31M30/1 TeMapTpo3a UiIn Te-
MOpparn4eckux MposiBICHUN IPYroi JOKAJIN3aluu, Tpu
aKTUBHOCTU (hakTopa >3 % mpu HOBTOPHBIX KPOBOM3JIM -
STHUSIX B CYCTaBbl, CHHOBMUTAX WJIM apTPOMATHUSIX, TEMOP-
parmdecKux MPOSIBJICHUSIX, TPEOYIOIINX YaCThIX BBEICHMI
KOHIICHTPATOB (DaKTOPOB CBEPTHIBAHMSI.

[IpencraBieHsI 11e/Tb ¥ TAIBI MAPIIPYTA3AIIAN TTAII-
€HTOB ¢ opdaHHBIMU 3a00ieBaHUSIMU B MO, B TOM UnClie
nHpopMmanusa o Llentpe opdanubix 3a60aeBannit MO,
MMOMYePKHYT MYJBTUANCHUITIMHAPHBIN TTOIX0 K 00CIe-
JIOBAaHUIO M JICICHUIO MALIMEHTOB B TAaHHOM LIEHTpE.

Accommanus remMatroiaoroB MO akTUBHO y4acTBYET
B 00pa30BaTeILHON AESITEILHOCTA M MH(MOPMAITMOHHOMN
MMOAIePKKE Bpaueii-reMaToJIOTOB M ITAIIMEHTOB C TeMOpH-
mmeit. MockoBckast obacts B 2022 1. 3aHnMana 13-¢ me-
¢T0 110 3(P(HEKTUBHOCTU OKa3aHUSI MEINITMHCKOM ITOMOIITN
I10 POMWITIO «TeMATOJIOTUSA». Pe3yIbTaThl COLMOJIOTNYE-
CKOTO OITpoca ManueHToB ¢ remodunueir A B MO mnoka-
3anu, 4to 6osee 80 % OOJbHBIX YIOBIECTBOPEHBI KA4eCT-
BOM MEIUIIMHCKO TTOMOIIN 1 TOCTYITHOCTBIO TIPErapaToB
n o0cJIeqOBaHUS.

Jomns 6onbHBIX Temoduimeii B MO Hanbonee BbICO-
Kast u coctapisieT 4,27 % OT 0OOLLEro Yucia 3aperucTpu-
POBaHHBIX MALMEHTOB, YTO B 3,6 pa3a BbIIlIE, YEM B CPell-
HeM 110 cTpade. MO BXOIWT B TPOIKY PETHOHOB C caMoit
OOJTBIITON MOMYJISIIINE 60BbHBIX TeModumeit (334 geno-
BeKa, B TOM 4uciie 278 00IbHBIX TeModmaneil A (13 HUX
84 pebenka), 56 — remodbunueit B (13 Hux 16 mereit))
U B IECSITKY PETMOHOB I10 BHEIPESHUIO MHHOBAIIMOHHBIX
MeTOmoB JiedeHUs (HeaKTOpHAsI TepaIys 1 IIPOJIOHTH-
pOBaHHBIE IIpenaparhbl), KOTOpbIe Mmoaydaior 39 % mauu-
eHToB. Tepanuio noyydaroT 278 yenoBek ¢ remodunueit A
(70 % B3pocnbix, 30 % nereit).

JloKJTamurK MpeacTaBia aHAIN3 3asIBKU 110 TIPOTPaM-
Me «14 B3H» 2023 r: 53 % B3pocC/bIX U A€Teil MOIydaloT
Tepanuio TUIa3MeHHBIMU TIpeTiapaTaMu, He(haKTOPHYIO Te-
panuio 1oay4aioT 13 % GOJbHBIX, IPOJOHTMPOBAHHBIMU
dakropamut — 11 %. dpyras cutyanusi co B3pOCJIBIMHA T1a-
nreHTaMu: 63 % HaxomasTcs Ha (PaKTOPHOI Tepanuu, Ipu
5TOM HEKOTOpBIEC MAIMEHTHI TOJIyJaloT OYeHb BHICOKHE
J103bl; Ha He(paKTOPHOI Tepanuy Haxoms1tcst 8 % B3pOCIIbIX;
3(pMOpOKTOKOT aibda nmoaydaior 9 % B3pocibix. [JaHHas
CUTYaLWs HY>KIAaeTCsI B KOPPEKILIMH. Y IeTeil HabmomaeTcst
MPaKTUYECKU UIMLIMYECKasl KapTuHa: TOJIbKO 30 % maiu-
€HTOB HaXOISITCS Ha (DaKTOPHOM Teparmu, OCTaJIbHbIe Ta-
LIMEHTHI ITOTyYaloT MTHHOBALIMOHHYIO TEPAITHIO, IIOYTH YeT-
BEpPTb HAXOAUTCS Ha Tepanuu sMuiu3ymadom u 18 %
ITOJTy4aloT TIPOJIOHTUPOBAHHKINA TIperapaT 3(MOPOKTOKOT
anb(da. B meroMm npupoct 101 MTHHOBAIIMOHHBIX TIpelTa-
paroB B yieueHnn remModrminu 3a 2023 . Mo cpaBHEHUIO
¢ 2022 1. cocrasun 10 %.
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IIpencrapnena nHbopMmanusa o CTaHIapTe OKa3aHUS
MEIUIIMHCKOM TToMOoIITH 60IpHEIM TeModwmmeii. [1puBe-
IIeH aHaJIN3 CTOMMOCTH TIPEITapaToB IS JICUCHUS TeMO-
¢ummn A, oTMedeHa CX0XKasi CTOMMOCTBD ITPOJIOHTPOBAH-
HBIX (OpPM M mpemnapaToB (aKTOPOB, IIPX 3TOM TOIOBAS
CTOMMOCTB ITPOJIOHTHPOBAHHBIX (POPM OKa3bIBACTCS HITKE
IIpY MEHEe 9acTOM BBEICHUM M 0ojiee HU3KOW YacToTe
MOOOYHBIX 3 PEKTOB.

B BEIBOHax mokiama yKa3aHO, YTO MAIIMEHTHI C TeMO-
dummeii B MO nosyJaroT HeoOXoaMMOoe JISISHIEe 1 00ecTIe-
YeHbI HEOOXOMMMBIM KOJIMUYECTBOM ITperapara. ExkeromHo
BBOISTCSI THHOBALIMOHHEBIC TIPEITapaThl C HOBBIMU MEXaHM3-
MaMu JeicTBusl. B pabote 1o aeyeHnto reMopuinm Heoo-
XOIMMO 00JIee TeCHOE COTPYITHMIECTBO U OOpaTHas CBSI3b
¢ ¢eaepaabHBIMM LIEHTpaMU, B nepByto odepenr HMMULL
reMaTosioru MuHzapasa Poccum, Tie HabmonaoTcst OueHb
0OJIBIIIOE KOJTMIECTBO B3POCIIBIX MTAIMEHTOB.

B pamMKkax caTeJUITMTHOTO CUMITO3WyMa TP O PIKKE
AO «Pomr-Mocksa» T.A. MuTuHA TIpecTaBUIa COOOIIIE-
Hue «IIpeeMCTBEeHHOCTh Tepaluy IMMalleHTOB AETCKOTO
M B3pOCJIOro Bo3pacTa ¢ remoduameir A B MoCKOBCKOI
obmact». OTMEYEeHO, YTO HECKOJIBKO JIET Ha3al TaKoi
IMPEeeMCTBEHHOCTH HE CYIIIECTBOBAJIO, TTAIIUEHTHI TIPEMY-
IIEeCTBEHHO HAOJI0IAINCh B (heAepaIbHBIX YUPEKICHUSIX
JIMO0 BOOOIIIE HE TTOIyJaaId CUCTEMAaTHIeCKOM TTOMOIIIH.
TemaTosoru B3pocoii ceTu 3apaBooxpaneHnss MO crai-
KHABAJIUCH C STUMU NALIMEHTAMM TOJIBKO B YPTEHTHBIX CH-
TyalusiX U He UMEJIU O HUX MPEABAPUTEIBHOTO MPEACTAB-
nenwns. Ilepemada KIMHUYIECKOM MH(MOpPMALIMK KpaitHe
BaxkHa, M celfiuac Takoi mporecc HamaxkeH. MHpopmarimst
0 MMaIeHTe ¥ HeOOXOMMMOCTH JICKAPCTBEHHOTO O0ecIIeue-
HUS TIepenaeTcsl JeTCKUMI TeMaToJIOTaM1 3a0J1arOBpeMeH-
Ho. B3pocabie manmeHTHl ¢ TeModmIneii HabaoaaoTcs
B LlenTpe opdannbix 3a6onesannit MOHUWKUW, B koTopom
pabOoTaIoT IBa BEICOKOKBATU(DUIIMPOBAHHBIX TeMAaTOJIOTa —
k.M.H. Cepreii [eHHambeBIY 3axapoB u K.M.H. Wbt Huko-
nmaeBny KonTueBckuii. Bee «C1oXXHBIE» IMTAIMeHTHI C TEMO-
dunueit, TpomOopuIMei, MTapoKCU3MaAIbHONH HOYHOM
remornoouHypueii (ITHT), 6epemeHHBIe 11 ApyTrHe TTOTyda-
0T KOHCYJBTallUM 3THUX Bpadeil, a TakKe HeoOXommMoe
JledyeHue 1 OepyTcsl MoA IUCTaHCEPHOE HaOJIIOJEHUE.
ITpuem cTporo periaMeHTHPOBaH: MALIMEHTY HEOOXOIUMO
3aIACaThCs, U B TeUeHNEe 2—3 THE# OH ITOJIYYUT KOHCYIThb-
TaIuIo.

CyIecTBYIOT pa3IMIHbIe POPMBI TeMOPUITNH:

— remopmns A;
— remodmus B;
— couyeTaHHas TeMopuanst (CHIKEHHE aKTUBHOCTHU

dakropos VIII n IX).

Kpome Toro, remodmiio KiraccupUIIIPYIOT B 3aBUCH-
MOCTH OT aKTUBHOCTH (DAaKTOpa ¥ HAJTMIMSI HHTHOUTOPA:

— HEeOCJOXHEeHHas reModuust (HeT 1abopaTOPHBIX MPU-
3HAKOB MHI1OuTOpa miu TuTp uHruouropa <0,6 BE);
— WHTHOUTOPHAS TeMODIIIHS;
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— C HM3KOpearupyolInM HHTMONTOPOM — aKTUBHOCTD
MHTUOUTOpA HUKOTAA He TnpeBbimaia 5 bE;

— C BBICOKOPEArNpyIOIIUM HTHTUOUTOPOM — aKTUBHOCTD
uHTuoUTOpa XOoTs OBI 1 pa3 npesbimana 5 BE.
AxtuBHOCTE (aktopa VIII (5—40 %/1-5 % /<1 %)

KOPPEJINPYET CO CTETICHBIO TSKEeCTH (JIETKOM/cpemHeii/
TSDKeJIOl cTerneHn) M (eHOTUIIOM KPOBOTEUCHUI (TOJIBKO
IIpY TpaBMe/CIIOHTaHHbIE peakue/Jactoie); 50—60 % na-
IIMEHTOB ¢ TeMopmIreil A UMEIOT TsoKeyro (hopmy 3a60-
JieBaHMs. Y OOJIBIITMHCTBA MAMEHTOB C TSIKeNol (hopmoit
reMoMINK A OIpeaessieTCsT HyJieBast MyTamus (TI0OJTHOe
BBIKJTIOUCHHE TeHa), Yallle Bcero B mHTpoHe 22 reHa FVIII.
Temoduamst A 1o cuX Op ocTaeTCs XXU3HEYTPOXKAIOIIIM
W MHBAIMAU3UPYIOIIUM 3a00jieBaHuEM. JleueHue remo-
dumum cunTatoT 3(OHEKTUBHBIM, €CIM KPOBOTCUCHUS OT-
CYTCTBYIOT BOBce. [Ipy BOZHMKHOBEHMHU >4 3MHM30I0B
KPOBOTEUEHU B TO/1 MALIMEHTY CJIEAYET MOAYy4aTh JIEUEHUE
B mpodwiakThudeckoM pexxume. [losiBineHre nTHruouTopa —
caMoe TSDKeJI0e OCTIOXKHEHME, CBSI3aHHOE C JICUCHUEM Te-
Mo, Korma mosBisieTcss ”HTHOMTOP, JIedeHNEe KOH-
meHTpaToM ¢akrtopa VIII cranoButTcs Hea(pPeKTUBHBIM
U TIOPO#i OACHBIM, PUCK CMEPTH yBenyuBaetcs Ha 70 %,
a BHYTpUUYEPEITHBIX KPOBOTeUeHNI — B 2,5 pa3a. EnquHcT-
BEHHBIM METOIOM JIEYeHHWS B HACTOSIIEEe BpeMs
B TaHHOM cJIyJae SBJISeTCS WHAYKIIAS MMMYHHOM ToJe-
PAHTHOCTH, XOTSI MCIOJIb30BaHNE JAHHOTO METOAa He
BCeTIa BO3MOXHO. DTO JICYCHHE TSHKEJIOe U JVINTENIBHOE,
MaLMEeHThl K HEMY 4acTO HeKoMIUiaeHTHBI, 20—30 % na-
IIMEHTOB HE MOCTUTAIOT ycrexa. [IpuMeHeHne TaHHOTO
MeToJa y JeTeit KpaifHe 3aTpymHeHo. KpoMme rmpuMeHeHMsT
AHTUMHIMONUTOPHOTO (PAKTOPHOTO KOMITIEKCA IIPY MHTOM-
TOPHOI (hopMe UCITONB3YIOT He(aKTOPHEIC MperapaThl —
SMULIM3YMA0.

HenmocraTok 3aMecTUTEIFHOI Tepalny mpernapaTaMu
dakropa VIII — kopoTkuii nepuom moayBbIBEASHUS, YTO
TpeOyeT YacTOro BBEACHMS M CO3IACT PUCKHA KPOBOTEUE-
HUU B TIEPUOI MEXIY BBEICHUSIMU.

IMocTostHHAS MpOdMIaKTHKA SIBISIETCS CTAHIAPTOM
Tepanuu reMobuInn A 1 HanboJjee 3(pdheKTUBHA TS IIpe-
JTOTBpAIIICHHSI TTOPaKeHUsI OTIOPHO-IBUTATEIFHOTO aIiapa-
Ta. OHa HE TTO3BOJISIET YCTPAHUTh MMEIOIIHECST TTOBPEKIIe-
HUS, HO 3HAUUTEIIEHO YMEHBIIIAeT YaCTOTY KPOBOTECUCHMIA,
MOXET 3aMeIJTUTh IIPOTPECCUPOBAHIE TIOBPEKICHMS CyCTa-
BOB M YJIYYIIINTH KA9eCTBO XU3HU. AJTTEpPHATUBOI BBEIC-
HMIO KOHIIeHTpaToB (pakTopa VIII sensteTcs ncnonp3oBaHe
SMMIIM3yMaba — IIePBOTO 3apETUCTPUPOBAHHOTO MOHOKIIO-
HaJLHOTO aHTUTe A A5 JeyeHust remogwiu A. [penapat
SIBJISIETCS OMCTIeIIM(PIISCKIM, TYMAaHU3MPOBAHHBIM aHTH-
TesioM, MuMeTUKOM (akTopa VIII u cBsI3bIBaeT akTUBUPO-
BaHHBII pakTop IX ¢ pakTopom X a1 BocriomHeHUST (hyHK-
i orcyterByomero ¢akropa VIII. IMpemapaTt BBOIST
moaKoxHo 1 pa3 B 1—4 Hen. B Poccuu 3apernctprupoBaHbl
2 TIoKa3aHWs IS JISICHUST STUM TIpeIiapaToM: THTHOUTOp-
Hast hopMa reMopUIIN U TsKenas hopma remodminmmy 6e3
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uHruoutopa. [Ipenapar 3apekomeHaoBal ce0s1 Kak 3¢h-
(beKTUBHBII 11 0€30TaCHBIN B MHOTOYMCIICHHBIX MCCIIEI0-
BaHUSIX Y B3POCIBIX W IeTell. HexkenaTenpHBIC SIBICHUS
B OCHOBHOM CBSI3aHBI HEIIOCPEICTBEHHO C BBEICHUEM
npemnapara. Habmopanuch HazodapuHreaabHble MHPEK-
LI, TIOBEIIIICHNE TeMITepaTyphl Tejla, Y HECKOIbKHUX ITa-
LIMEHTOB OBUIN TTOJTy4eHBI TPOMOOTUIECKIE OCTOXKHEHUS,
B OCHOBHOM B paHHUX UCCJICTOBAHUSIX IIPY IIOT00PE TO3HI.
3ahnKCPOBaHO HECKOJIBLKO CITydaeB TPOMOOTITIECKOM MU~
KPOAHTUONATUH ITIPU COBMECTHOM IIPUMEHEHNH SMUIIN3Y-
Maba ¢ mperaparaMd aHTUMHTUOMTOPHOTO KOMILIEKCa
B BBICOKMX J103ax. Bce cityyaun pa3permanch nocie rnpekpa-
IIEeHMS BBEACHUSI IIIyHTUPYIOIINX IIPEIIapaToB ¢ IOCIIEy-
IOLLIMM BO30OHOBJIEHUEM BBEACHUS dSMuULIM3ymMada. B me-
ITAATPUICCKOMN TTOITYJISIIIAN TPOMOOTHIECKIX COOBITHIA HEe
oTMeyqaoch. JJoknamyuk coodumna 06 OTCYyTCTBUU CIIy-
YaeB KaKMX-JTM00 OCIOKHEHW B COOCTBEHHOM KITMHIYE-
CKOM MpakKTHKE, a TAKXKe O XOPOIIIeil MPUBEPKEHHOCTH
MMAIIMeHTOB K BBEICHHUIO 3TOTO IpelapaTa o CpaBHEHHIO
¢ UcTnoyb3oBaHUeM (akTopoB. HakorieHne ombiTa mo-
3BOJINT «BBIKPUCTA/UIM30BATh» TOUYHBIN TOPTPET IMALlUEH-
Ta 11 Ha3HAYeHUST SMHUIIN3yMaoa.

Hoxman «KnmnHWYecKre acrieKThl TPUMEHEHUS SMHU-
nu3ymaba y nereit ¢ remoduanein A» ObLUT NMpeacTaBieH
E.D. IIInmrep. CoOCTBEHHBIH OITBIT IPUMEHEHUS SMULINA3Y-
Maba moydeH ¢ 2018 1. K coxaneHunio, HeCMOTps Ha JI0-
CTUTHYTBIC YCIIEXW B TepaInu, Ipu (aKTOPHOM TepaImu
IeTeil ¢ TeMomIneld A COXpaHSIIOTCSI PUCKU Pa3BUTHS
KPOBOTEUCHMIA, ITOBPEXKICHMUS CYCTAaBOB, PA3BUTHUS MHTH-
o6uTtopHoii hopmbl, Habomaetcs 10 30 % ciaydaeB Kpar-
KOBPEMEHHOTO WX JUINTEJILHOTO Pa3BUTHSI aHTUTEIHLHOM
(opMBI IPK MCITONIE30BAaHMH PA3IMIHBIX IpernapatoB. [1pu
HeIoCTaTOYHOU 3(h(EeKTUBHOCTH JIeUeHUSI reMOUIMU Ha-
CTYTIAIOT COLIMATBHBIC TTOCTICACTBYS TSI TTAIMEHTOB U WICHOB
ux cemeid. 151 npenoTBpallieHusl STUX COObITHUIM MalMeHTaM
¢ reModmIreit HeOOXOIMMO IIPOBOAUTH TAKOE JICUCHHE, UTO-
OBl aKTMBHOCTH (PakTOpa Haxomwiaach Ha yposHe 12—14 %,
YTO BO3MOXKHO ITPH MCTIOIb30BAHNH TIpeTIapaTa SMUIIM3yMa0.
DTOT ypOBEeHb He AaeT pa3BUBATHCS KIIMHIYECKN 3HAYMMBIM
KPOBOTEUECHMSIM TIpu TeModminn. BMmecte ¢ TeM maHHBIN
Ipenapar MPUMEHSICTCST TOJIBKO MUTSI TIPOMUIAKTIYECKOM Te-
panuu u gBisgeTcs poTte3oM dakropa VIII, Hamraure akTo-
pa coxpaHseTcs B KpoBH okoio 1,5—2 mec. K coxanenuio,
co31aTth akTUBHOCTH (pakTopa VIII 6osee paBHOBECHOI KOH-
LIEHTPALIK C TTOMOIIBIO TOTIOJTHUTEILHOTO BBEICHUST MM~
mm3ymMaba He ToyInTcs. OrpOMHBIM ITIPEUMYIIIECTBOM Jie-
KapCTBa SBJISICTCS €0 TIOAKOXKHOE BBeIeHIe. BHyTprBeHHOE
BeJieH1e (PaKTOPOB rPYAHBIM AETSM MPEACTABISET OOJbLIYIO
Mpo0IeMy M HEBO3MOXHO B OOBIYHBIX ITOJIMKIMHUKAX
10 MECTY XKUTEJILCTBA.

[MpencraBneHBI KITMHUYSCKIE HAOTIONCHUS JICICHUS
JeTel SMULIN3YyMaOOM.

[lepBoe KTMHUYECKOE HAOTIOACHNE — YCIICIITHOE JIe-
YyeHUe SMULIM3YMaOboM pebeHKa ¢ TsKe1oi GopMOoii reMo-
(mnmu 6e3 cocyarCcToro A0CTymna HaYuHasi ¢ 6-MeCIYHOTO
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Bo3pacTa. B pesynbrate jeyeHus aMuInu3yMabom ObL10
JIOCTUTHYTO TTOJTHOE OTCYTCTBHE KPOBOTEUEHU 6€3 HEO0O-
XOAMMOCTU BBefeHUs npenapatoB ¢pakTopa VIII.

B npyrom kaumHu4YeckoM HaOJIOJEeHUU Y peOdeHKa
B BO3pacTe 5 Mec ¢ TsKenoi popMoii remopunnu A
U PELMIUBUPYIOIIE BHYTpUUYEPEITHOM reMaToMo¥ Ha (o-
He BBeAeHUsT KoHLeHTpaTa (akTopa VIII mocTurHyThl
JIOKQJIM3aLMsI TeMaTOMbl 1 BOCCTAHOBJIEHWE HEBPOJIOTH-
4yeckoro craryca. B ¢BsI3u ¢ ynaaeHHOCTbIO MECTA KUTEb-
CTBa OT TeMaTOJIOTUYECKOTO LIEHTpa ObLT HA3HAYEH MU -
uu3ymab. Ha poHe BBeneHus1 mpemnapara B TeUeHUE roaa
He Ha0I10Aan0Ch pelMarBa KpOBOTEUEHUIA U HEOOXOAM -
MocTtu BBeAeHus1 pakTopa VIII.

BMmecte ¢ TeM Cyl1eCTBYIOT CIOXKHOCTU B IMarHOCTUKE:
Ha (poHe Tepanuu SMULIM3yMaOOM MOXET He HAOII0AaThCs
CEepPbE3HBIX OTKJIOHEHUH B pe3ybTaTax ucCaeq0BaHusI re-
MOCTa3a, BBIMOJHEHUE OMNEPATUBHBLIX BMEIIATEIbCTB
B TAaHHBIX CIyJasx 0e3 yueTa HaTuIus TeMODMINT 1 TIpH-
KpoITUs npernapatamu ¢dakropa VIII moxer mpusectu
K CEPbE3HBIM OCJI0XKHEHUSIM B BUJIE KPOBOTEUEHUIA.

Tpetbe KIMHUYECKOE HAOJIIOAEHUE — HOBOPOXAEH-
HOTro pebeHKa B CEMbE CO CTApLIMM PEOEHKOM C UHTUOU -
TopHOI (popMoit remodunuu. [Ipn HaTUIUM B CeMbe
1 pebeHKa ¢ MTHTMOMTOPHOM (POPMOIT BEPOSITHOCTD TIOSIB-
JICHUSI THTUONTOpa Y 2-TO peOeHKa 3HAYUTEILHO TTOBbI-
1LIA€TCsl B CBSI3U C HAJIMYMEM TaKOW XK€ MyTalMu B reHe
FVIII, noaToMy OBLIIO MPUHSITO pElLlIeHNEe O Havyalle TIpo-
duaKkTUUECKON Tepanru cpady ¢ HeaKTOPHOM Teparnuu.
C Bospacra 1 Mec HayaTa TepaIrmst SMULIM3YyMadoM, B Te-
yeHre 3 Mec HaOMIoZaIoCh pa3BUTHE 0€3 OCITOXHEHUH
Y KPOBOTEUYECHUIA.

CremyeT OTMETHTD, YTO ITOSIBIICHNE WHTUOMTOPOB
IIPOMCXOIUT HarboJiee 9acTo B rrepBhie 100 mHel BBemeHMS
dakropa VIII. ITauueHTbl py J€YEHUN SMULIU3YMaOOM
B 1-i1 nuHuMu OyayT moaydarh Ipernapatsl akrtopa VIII
TOJIbKO B CJlydae KPOBOTEUEHUH, T. €. B CTPECCOBBIX CUTY-
alusxX, Koraa BEposiITHOCTb MOSIBJIEHUSI MHTMOMTOpPA U TaK
MOBbIIIEHA, TO3TOMY BO3MOXHOCTb Pa3BUTHUSI UHTUOUTOP-
HOM (pOPMBI y TaKMX OONBHBIX OyaeT BhIlIe. [1pu Kyrupo-
BaHUU KPOBOTEUCHMI TTPY MHTUOUTOPHOI (hopMe HEOOX0-
JIMMO MCMOJIb30BaTh LIYHTUPYIOLIYE Mpernaparbl, HampuMmep
koarwi. s okazaHusi MOMOLIM MPU KPOBOTeUEHUU Oe3
HaJIMYKSl ”THTMOMTOPOB CJEAYET UCTTIONIb30BaTh KOHLIEHTpa-
THI (pakTopa VIII. Taknum 0Opa3oM, BaXKHO YMETh TUarHO-
CTUPOBATb 3TU Pa3IUUHbIe CUTYallMU. JIMarHOCTKA UHT -
outopHoii opMel remodrmu B 100 pa3 mopoxe, 4yeMm
00BIYHOM (DOPMbI, K BOBMOXHA TOJIbKO B 6 1a00paTOPUsIX
B Hameit ctpaHe (MocksBa, Cankr-IletepOypr, bapHayn
u OIUHIIOBO).

MinageHam ¢ remouane, Hy>KIaroIIMCSI B TIPO-
PUIAKTUYECKOU Tepanru, TakKXKe HY>XXHO MPOBOAUTH Te-
panuio SMULIM3yMaboM.

B cnenytolieM KIMHUYECKOM HAOII0EHUM MOKa3aHa
HEO0O0XOAUMOCTb MPABUJIbHOU KOPPEKLUMU A03bl SMULIM-
3ymMaba. [Ipemnapar paccuuTbiBaeTCsl CTPOroO Ha Maccy Teda,
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¥ M3MEHEHME MaCChI TeJIa TTAIlMeHTa, KOTOPOe MOXET OBITh
3HAYMTEJIEHBIM Y IeTel, BIMSET Ha JO3MPOBKY IIperapara.
ITpu m3MeHeHNM MacCHl Tejla Ha 2 KT 1032 Mperapara T0JoK-
Ha MepepacunTHIBATLCSI — B MIIeaie CAMUMU POIUTEIISIMMU.
YacTty ManMeHTOB B KPUTUYECKUX CUTYAIIUSIX HE XBaTaeT
TeMOCTaTUIECKOM MOIIIM SMUII3yMa0a.

[IpencrasieH ciy4ait MajburKa 16 jieT ¢ remaroMamMu
KHCTe# 0e3 TTope30B, BO3HUKIIMMU ITOCe HArpy3KH Ha
KHACTH TIPY 00padOTKe MPOAYKTOB Ha KyJMHAPHOM Mac-
Tep-Kiacce B TeueHne 3—4 4. [Ipu cepbe3HOi Harpyske
TaKWX IMAIleHTOB HYKHO IIEPEBOAUTEL Ha (haKTOPHYIO Te-
parnmio.

KnuHandeckme peKOMEHIAIIMKM B HACTOSIIIIEE BPEeMSI
ITO3BOJISIOT BEHITIMCATH ITallieHTaM, MOJIyJaroIliM Tepa-
MU0 SMULM3yMaboM, KoHIeHTpaT pakTopa VIII Tonbko
Ha 10 BBeIeHMII Ha ToI Ha CiIydail KpoBOoTeueHMs. Bce
OCTaJIbHBIC CUTYallMM JOJIKHBI pEIIaThCs B CTallMOHApE,
YTO MOBHIIIACT HATPY3KY Ha TeMAaTOJIOTOB.

Vnanenue 3y00B y cTpagamlIux reModuinein Takxke
TpeOyeT MOAmepXKH INYHTHPYIOIINMHU IIpernapaTaMu
B CJIy9ae MHTMOMTOPHO (hOPMEI WUIM TIpernapaTamMu pak-
topa VIII npu HeocnoxXxHeHHO# ¢opMe — A0 MOMEHTa
3aKMBJICHUS CJIU3UCTOM.

IIpenapar smunu3yMad 3apeKOMeHI0BaJ cebsl Kak
3(peKTUBHBIN 1 0€30MaCHBIN B KIMHUYECKOH ITpaKTUKe,
HO eTo TIpUMEHeHNe, KaK 1 JII000To APYyroro mpermnapara,
JTIOJDKHO TIPOBOIMTHCS B TEX paMKax, KOTOPhIe M odecTIe-
YWBAIOT 3T pe3yIbTaThl. B HacTosIIee BpeMs HEOOXOMM -
MBI HOBEIE TIperapaThl, KOTOPbIE CMOTYT 00eCcIIeYnBaTh
U Oosiee BeIcOKMEe KoHLeHTpanuu ¢akTopa VIII, u 6onee
BBICOKYIO 3(p(peKTUBHOCTb.

C.T.. 3axapoB mnipeacTaBui mokian «HoBeie BO3MOXK-
HOCTH Tepalliy MalleHTOB ¢ reModmineit A». [Ipencras-
JIeHAa MCTOPHS Tepaluy reMO(MIINKA, OTMEUEHBI PUCKH
3apaXXeHUsT TeMOTPAaHCMHUCCUBHBIMU WH(MEKIINSIMA TIPU
HCTIOJIb30BaHUM TIJIa3MEHHBIX IPerrapaToB (akKTopoB (UTO
IIPUBOIIIIO K 3apaxkeHMIO OOJIBITMHCTBA ITAIIMEHTOB C Ie-
Mo¢unueit). ITo pesynbraram omnpocos, 80 % maLueHTOB
¢ reMo el COOOIIAOT O HETAaTUBHOM BIIMSTHUM 3a00-
JIeBaHMs Ha X padoty. B 2018 . mosiBUICS TIpenapar sMu-
IM3yMad, KOTOPBIH SIBIISICTCS IIPOTE30M, CBSI3BIBAIOIINM
2 (bakTOpa CBepTHIBAaHUSI, U HUKAK HE BIMSICT HAa KOHIICH-
tpauuto ¢axkropa VIII. I1yTs BBemeHus IiperapaTa Moji-
KOXHBIN, YTO CYIIECTBEHHO OOJIeT4aeT BBEACHHE Malll-
€HTOM WJIM €TO POACTBeHHNKaMU. [1pemapar mokasaH nmpu
JIeYeHUU MTHTUOMTOPHOM WM TSKeJIoM (hopM reMopuinm
¢ yposHeM ¢akropa VIII <1 %. CymiecrByer 3 BapuaHTa
BBEICHUSI TIperrapaTa, HauboJjee palloOHATbHBIN 13 HIX —
1 pa3 B HenesI0, KOTOPHIN ITO3BOJISIET TOCTUTHYTh PaBHO-
MepHOI KOHIIEHTpalluM Ipernapata. ExxeMecsaHoe BBe-
IIeHUe, K COXaJICHUIO, IIPUBOIUT K ITMKOBOM KOHIICHTpPA-
IIMK TIOCJIe BBEACHMSI, a K KOHIIY MecCslla OCTaTOYHOM
KOHIICHTpAILIMU MpelapaTa ye MOXeT He XBaTUTb IS
mpopMIaKTUKU KpoBoTeueHNsA. Kak ykazaHO B peKOMeH-
manmsx BcemmpHoit denepanuu remodpmwmmn (WFH),
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JIaxe 1 KpoBoTedeHHe MOXKET 3aIyCTUTD IIPOIIECC TTOBPEXKIIe-
HMSI CyCTaBa IPY reMO(DIIINH, TTO3TOMY LIeJIh TTPO(PMIIaKTH-
YECKOM TepaImy — ITOJIHOE OTCYTCTBHE KPOBOTCUCHHMIA.

B Bo3pacrte 30—40 neT y nauueHTa ¢ reMopuiIneit yxe
MOTYT OBITh IIPOOJIEMHI ¢ cycTaBaMu. B 1ieHTpe opdaHHBIX
3aboneBannit MOHUKU nm. B.®. BragumMupckoro mna-
LIMEHTOB IIPUHUMAIOT He TOJIBKO FeMaTOJIOTH, HO M TPaB-
MaTOJIOTH, W CYIIECTBYeT BO3MOXHOCTb HAIIPaBJISATh ITa-
LIMEHTOB Ha oIepanuu 1o 3amMeHe cyctaBoB (B 2023 1.
JMIOCTUTHYTA JOTOBOPEHHOCTH C TPABMATOJIOTAMH O JIeUe-
aun 10 mammeHToB). OQHAKO MMAIIMEHTHI ¢ TeMOMIINEH
peaKo JIMYHO MPUXOIAT Ha MPUEM K BpadaM 110 MECTY
KHUTEIBCTBA, TaK KaK MOJIYJalOT 3aKIIOYCHUS U3 (emae-
PabHBIX MEIUITMHCKUX IICHTPOB T1I0 TI0YTE, IIPH 9TOM 0e3
OCMOTpa HEBO3MOXHO OIIPEASIUTh HAJWIMe, CTETICHDb
TSDKECTH W TUTAH JICUCHUST apTPOITATHH.

B xnmHumyeckme ucciaemoBaHusA 3(PPeKTUBHOCTHU
n 6e3onacHocTy smMunm3ymada HAVEN 1—4 6511 BKITIoueH
401 naumenT ¢ remodmmeii. B uccaenosanum HAVEN 1
IIpY CpaBHEHNH SMUILIM3YMaba ¢ TiperapaTaMy ITyHTHPY-
JOLLIETO JEMCTBUS IPU BBEAEHUH «I10 TPEOOBAHUIO» YACTO-
Ta KpOBOTEYEeHUIH CHIKaeTcs Ha 92 % u Ha 79 % — npu
npodunakTnaeckoM BBeaeHun. B nccnenosann HAVEN 3
CpaBHUBAJIMN TPOMWIAKTAKY KPOBOTCUCHUI C TTOMOIIBIO
sMuLM3ymaba u npemnapaTtoB pakTopa VIII — B pe3ynbraTe
SMMILU3YMa0 Ha 68 % Oosbllle CHUXKAII YaCTOTY Pa3BUTHSI
KpoBoTeueHUM. [Ipn muTepHOM HAOMIOACHUN B MCCIIe-
noBaHusx HAVEN 1—4 GbU10 OTMEUYEHO, YTO YeM JOJIbIIIe
MMAIEeHTBI TIOTYJaIi SMHUIIM3YMa0, TeM OOJIbIIIE CHIDKAICS
puck kpoBoteueHuii. Ha 24-i1 Henene Haomonenus 70,8 %
naureHToB UMenu (0 KpoBOTeUeHM, K 144-11 Henene noJist
MMAIeHTOB, UMEBIITNX KPOBOTCUCHUS B TCUCHHE TTOJTYTO-
na, coctaBuia yxe 82,4 %. MeanaHa rogoBOi 4aCTOTHI
CYCTaBHBIX KPOBOTEUCHUI IIPU MCIIOJIb30BAHUU IMU-
mm3ymaba coctaBmia (), 4TO IMO3BOJISIET OCTAHOBUTD JdaTh-
Helilmmee pa3pylleHre cycTaBa WM COXPAaHUTh CYCTaBHI
3MOPOBBIMH B Cllydyae MPO(PUIAKTUKA W IIPEIyIIPeINTh
HEeOOXOIMMOCTB JICUCHMS Y TPAaBMATOJIOTa M 3aMEHY CyCTa-
BoB. [IpMeHEeHIE SMUITI3yMaba TTO3BOJISIET PEIINATH ITPO0-
JIeMy TapreTHbIX cyctaBoB y 98,7—100 % maiueHTOB.
Ha cdone mpodmmaktnaeckoro BBeACHUS SMULIM3yMada
MaIlMeHThl OTMEYAIOT CHIDKeHUE OOJIE3HEHHON OTeUYHO-
cTH, 60JIM B CycTaBax, OoJIeii IIpy ABVKEHUH, ITallIeHTaM
CTAHOBUTCS Jierde XoauThb. [IpuBepKeHHOCTb K MPOQhH-
JIAKTUYECKOU Tepanuy IOCcJe Tiepexona Ha SMUIIN3yMa0
yBeITMImIach B 2 pa3a. M3 peructprupyeMbIX HeXeJlaTeTb-
HBIX SIBIEHMI O00JbIIMHCTBO (92,2 %) ObLIM JIETKOM
W CpPeIHE CTeTIeH! TSDKeCTH M He TIPUBEIN K OTMEHE TIpe-
napara. Haubonee yacto (>10 %) Habmonanuch roJloBHasI
00JIb, apTpaITUM, PeakiluM B MeCTe BBeaeHUs. Bee peak-
IIMY B MECTe BBEIECHUsI OBLIN JIETKOI M CpemHel CTeleH!
TsKecTd, 93 % peakiuii pa3pellaauch CaMOCTOSITEIbHO
¥ He TpeboBam JedeHus . YacTora HeXelaTeIbHBIX peak-
Ui He YBEINIMBAJIACH C IPOIOJKUTEIBHOCTRIO TIPUMeE-
HEHMS TIperapara.
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DMUII3yMad MCITOIb3yeTCs B MUpe 0oJiee 5 JIeT, ero
MoJIyJaroT yxke 6ojee 125 Teic. mammenToB B 101 cTpaHe,
caMoMy MJaaleMy MalMeHTy Ha cTapTe Tepanuu ObLIo
5 Hen, camoMy ctapmemy — 77 aet. [lanmueHTH 1/mim
JIla, OCYLIECTBIISIIOILIME YXOM, TOJKHBI ObITh O0YYEHBI
TEXHUKE TTOOKOXHBIX MHBEKIINI, BIaIeTh TEXHUKON BbI-
IMOJTHEHUSI BHYTPUBCHHBIX MH(Y3UI IJI1 BBEICHUS TIpe-
napaTtoB ¢akrtopa VIII i nmpenapaTtoB IIYHTUPYIOLIETO
IEUCTBUS B Cllydae pa3BUTHSI KPOBOTCUCHUM, OBITh TIPO-
WH(OPMUPOBAHEI O TOM, KaK BECTH Ce0sI B clTydae KpOBO-
TeUYECHUS VI TPaBMBI, JOJDKHBI CBSI3aThCS C JCYAIINM
BpayoM B CIIy4yae KPOBOTCUCHMSI.

[lepeBonm Ha TepaIMio SMULIM3YMAOOM IIPU TeMOpH-
JInH 6€3 MHTMOUTOPOB MOXKHO OCYIIECTBIISITh Oe3 TIpeaBa-
pUTETHLHOM TTOATOTOBKH. [IepByI0 MHBEKIINIO TIpeTiapaTa
MOKHO BBITTOJTHUATD Ha CIICAYIOLINIT IeHb ITOCIe MHDY3NH
npenapara ¢axropa VIII. I1pu mHrubuTopHOIi popme
remMomIny 3a 24 9 10 BBeICHUS SMHUIIN3yMada He0OX0-
IUMO OTMEHWTBH IIperapaThl IIYHTUPYIOMIETO ACHCTBUS.
Pexxum BBemeHMs amuinm3ymaoa: 1,5 Mkr/Kr 1 pa3 B Hene-
mo, 3 MKr/kr 1 pa3 B 2 Heg u 6 MKr/Kr 1 pa3 B 4 Hex.
C y4ueToM KoJiebaHMi KOHIICHTPAIIMH MPEAITOYTUTEIbHEE
eXXeHeIeTbHOe BBeACHME ITpernapara. JJo3a amunusymaba
PaCCUMTBIBACTCS UCXOS U3 IEUCTBUTEIEHOM MACCHI Tela;
y B3POCJIBIX MAIIMEHTOB PEKOMEHIYETCSI KOHTPOJIMPOBATh
Maccy Tena 1 pas B 6 mec. HpekunoHHOe 3a00/1eBaHuE,
B TOM YHCJIe OCTpas peCIupaTopHasi BUpyCHasT MH(PEKITIS,
He TpeOyeT OTMEHBI WU TIepephIiBa B TEPAITUU SMHUIIN3Y-
MaboM, Tipu PeOPUIILHOM JIMXOPadKe PEKOMEHIYEeTCSI OT-
CPOYNTH BBEICHNE SMUIIN3yMa0a 10 CHIDKCHUS TeMIIepa-
TYpHI TeJla, KOPPEKIINU TePAITUH OCTPOIl pecIMpaTOpHOI
BUPYCHOM MH(MEeKINY Ha (hOHE TPUMEHEHUSI SMUII3yMa-
0a He TpeOyeTcsl.

BBeneHue mpemapata HEOOXOIMMO OCYIIECTBIISITH
B YMCTHIH (0€3 CHITTN) YY4aCTOK KOXM JUTSI OLIEHKH BO3MOX-
HBIX TTOOOYHBIX sSIBJICHUI. B citygae pa3BUTHSI KpOBOTCUCHUT
MIPUMEHSIETCSI CTAHIAPTHBINA TTOAXOM;: TTAlIMEeHT CaMOCTOSI-
TEJIBLHO JIMOO yXaXKMBaIOIllee JINIIO BBOANT BHYTPHUBEHHO
npenapar ¢akropa VIII unm npenapar ¢ LIyHTUPYIOLIUM
IEUCTBUEM, €CITM KPOBOTEUEHNE HE OCTAHOBUIIOCH — I10-
BTOpSICT BBEACHNE MpeItapaTa; IOoJI0KUTeIbHAS TMHAMIKA
KIIMHUYECKUX TTPOSIBJICHUI TeMOpParndeckoro CHHIpoMa
JIOJKHA OBITh JOCTUTHYTA B TeueHUe 24 4. JleueHune HeoO-
XOIVMO MPOIOJIKATH A0 MOJy4YeHHUS YETKUX MPU3HAKOB
KIIMHUYECKOTO YIYJIIeHUS: ICUYEe3HOBEHME 00N, BOCCTA-
HOBJICHUE TTOOBIDKHOCTH CYCTaBa, YMEHBIIIEHUE 00bheMa
CyCTaBa, IpeKpaIleHne KPOBOTCUECHMS CO CITU3UCTBIX 000-
noyek. [Tpu KynmupoBaHUM KpOBOTeUeHNI Ha (DOHE Tepa-
MUY SMUAII3YMa0OM Y TTAIIMEHTOB C HHTUOMUTOPHOM hop-
MO TeMO(IINI MOTYT MCITOJIb30BaThCS 3MTAKOT ajb(da
(TIpeATTOYTUTEIFHO) W aHTUMHTUOUTOPHBIM KOAaryJIs-
IIMOHHBIN KOMIUIEKC (BTOPOCTETICHHAsI OIIMS) B CTaH-
JIApTHBIX 103aX.

Crenyromuii nokian «I IpoloHrnpoBaHHBIE TIpeTIapa-
THI B JICYCHUU TTAPOKCU3MAJIbHON HOYHOI TeMOTJIOOMH-
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ypun» npencrasuia U.H. Konruesckmii. B moxnane ormeye-
Ho, uto ITHI — xu3Heyrpoxaroiee oppaHHOe 3a001eBaHIE
C KOMITJIEMEHTONOCPEAOBAHHBIM BHYTPUCOCYAUCTBIM FEMO-
Jm30oM. OCHOBHBIMHM CHMIITOMAaMU SIBJISTIOTCST aHEMMUS, Te-
MOTJIOOMHYpHSI, HecIeMMUIecKre KajJo0bl Ha YTOMIISIe-
MOCTb, C1abOCTh, YCTAIOCTh, AUCHATUIO, ONBIIIKY, MOXET
Ha0/momaThest apekTibHas auchyHkums. Oxono 40—67 %
cMmepteit naiueHToB ¢ [THIT oOycioBiaeHBI BEHO3HBIMU
WIA apTepuaIbHBIMU TPOMOO3aMU, CBSI3aHHBIMU C BHY-
TPUCOCYIUCTBIM T€MOJIM30M, 2-€ MECTO CPeIy MPUINH
CMEpPTHOCTH 3aHMMAaeT IToYedHas HETOCTaTOYHOCTD.
Y 47 % nauueHToB HAOJI0AAaETCsI JIETOYHAS TUIIEPTEH3USI.
ITHI B paBHOI1 cTeneHU mopaxkaeT MY>KYMH U XKEHIIMH,
HamboJiee 9acTo TMarHOCTUpYyeTCs B Bo3pacTe 30—35 Jret.
3aboneBaeMocTh — 1,3 cimyJast, a pacIpoCTpaHEHHOCTh —
15 cnyyaeB Ha 1 MJTH HaceleHUS.

Panee 0o 35 % naimeHTOB yMUpaIK B Te4eHUE S5 JIeT
ITocjie TTOCTAaHOBKM nuarHo3a. [losBiaeHne sKynm3ymada
KOPEHHBIM 00pa3oM M3MEHWJIO MPOTHO3 ITallMeHTOB
¢ I[1HT, npuBenst K yMeHbIIIEHUIO CUMIITOMOB U OCJIOXXKHE-
HUI1 3a00JIeBaHUS W TTOBBIIICHUIO BBDKMBAEMOCTH 10
ypOBHSI 06111e#1 oIy . OCoOOeHHOCTRIO ITPUMEHEHMS
Ipernapara BiIsieTcss HeOOXOOUMOCTb €Tro BBeAeHMS 1 pa3
B 2 Heq TSI COXpaHEeHMs KOHIIEHTPAIIUH, TI03BOJISIOIICH
WHTUOMPOBATh KOMIUIEMEHT.

3amaveit Momu(UKALIMKI SKYIM3yMaba CTaIo Co3aaHe
IJTATETLHO MTEUCTBYIOIINX aHTUTE C OBICTPBIM ITOJTHBIM
YCTOMYMBBIM MHTUOMPOBAHMEM KOMIUIEMEHTA U 0oJjiee
peaKoit ”HPY3MOHHOI Harpy3koii. 3aMeHa TMCTUIWHA
B 2 pa3HBIX 00JIACTSIX MOJIEKYJIBI SKYIN3yMa0a O3B
€03IaTh HOBOE MOHOKJIOHAJIBHOE aHTUTEJIO PaBYIM3yMad
C YCTOMYMBBIM MHTUOMPOBAHIEM KOMITJIEMEHTA B TCUCHIIC
8 Hen. PaBynmmsyma0 pa3paboTaH Ha OCHOBeE 3KylIM3yMaoda
7 UMEET CXOXME MEXaHW3M IEWCTBUS M TTOKa3aTean 6e3-
omacHocTH. CBA3BIBasICh ¢ KOMITOHEHTOM C5 KOMIUTEMeH-
Ta, paByIM3yMa0b II0IMamaeT B IM30COMY, Tie ocTaBisieT C5
IIJIST AeTpamgalliy M CHOBA BBIICISIETCS B KPOBOTOK M CBSI-
3bIBaeT BHOBb CHMHTe3MpoBaHHEINM C5. B KmmHMIecKoM
KuccaenoBaHum ¢ yuactueM nauueHToB ¢ [THI, He momny-
YaBIIMX MHTUOUTOPHI CUCTEMBI KOMIUIEMEHTa, OBUTH T10-
Ka3aHBI 00JIbIIIee CHIDKEHIE YaCTOTHI TPAaHC(Y3UIA B TPYII-
e paByausymada (73,5 %) no cpaBHEHUIO C IPYIIION
aKyau3ymaba (66,1 %) u HopMau3alust ypOBHsI JAaKTaT-
nervaporeHasbl — 53 u 49 % cootBeTcTBeHHO. Takke Mpo-
PBIBHO TeMOJI3 BCTPEYAJICS pexKe Y TTAIlMEHTOB IIPH Jiede-
HMM paByIM3yMadoM (4 %) 1o CpaBHEHMIO C SKYJIM3yMabOM
(10 %). Konuenrpauwusi ceodoaHoro C5 B rpyIime paByin3y-
Maba ocTaBajiach IIOCTOSTHHO HU3KOM, TOTa Kak IIpH BBe-
JIEHNH 9Ky IM3yMa0a HabII0IaI0Ch €To TTOBBIIICHYE TIepe
odepeIHBIM BBeIeHNEM. B rccnenoBanun (hapMakKoOKMHE-
THKY paByJIn3yMada ObLIO MOKAa3aHO, 9TO ero 3(D(HEeKTUB-
Hast KOHIIEHTPALIMS MOKET COXpaHATHCS Mo 12 Hen. Takum
00pa3oM, paByiIr3ymMad He yCTyIal 3KyIn3ymMaly 1o Bcem
KOHEUYHBIM TOYKAM IIPH COTIOCTAaBUMOi1 0€30ITaCHOCTH.
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Pexxum BBenmeHMsI paByIm3yMabda CIIeIyIOIIniA; TOCIe
BBEICHMST HAYaIbHOI Harpy304Hoi m036I (2400—3000 mr)
yepe3 2 Hen BBoAUTCS cliemyonias go3a (3000—3600 wmr),
B JAJIGHEHIIIEM TIPOAOJIKACTCS TIOMICPKUBAOIIIAST TePATIHST
¢ pexxuMoM BBeneHU 1 pa3 B 8 Hell. PacueT 1036 TpOBOIUT-
¢S B 3aBUCIMOCTH OT MaccHl Teja mareHTa. [pu Jeuerun
paBy/IM3yMaOOM MalLIMEHT IOJIydyaeT He Oosee 7 BBeICHUIA
TTOIICP>KMBAIOIICH TepaITiy B TOM, YTO CYIIIECTBEHHO 00JIeT-
YaeT ero >K13Hb, COXpaHSET e¢ KA9eCTBO, a TAKKe IMPodeccro-
HaJIbHBIC BO3MOXHOCTH TIALIMEHTOB M CO3IACT MEHBIITYIO
Harpy3Ky Ha 3apaBooxpaHeHue. [IpenMyIiecTBOM paByIn3y-
Maba IT0 CpaBHEHMIO C IKYIM3yMaboM SABJISIETCS Oojiee
ITATEIIBHBIN TIepHUO ITOTYBBIBEICHNS, YTO CO3IACT MEHB-
e PUCKH PELUANBOB IIPOPHIBHOTO TEMOJIN3a, OCOOCHHO
B CJIyJasix 3aIepKKH JICKAPCTBEHHOTO 00eCTICUCHUS.

O.A. Anemmna tipeacrtaBmia gokian «CoBpeMeHHas
CTpaTerust IMarHOCTUKY 1 JICUCHUST OCTPBIX TUM(P0oOIacT-
HBIX JIEMKO30B B3pOC/ibix». B HOBoI1 Kitaccudukaimu Bee-
MUpPHOU opraHu3aumu 3apaBooxpanenust (BO3) 2022 &
cpenyn B-KIIeTOUHBIX OCTPBIX IMM(POOIACTHBIX JIEUKO30B
(B-OJIJI) BeimeneHs! HOBBIe montunsl — ETV6::RUNX1-
like, KoTOpEIE OOJIee aKTyaTbHBI IJIST IeTEU 1 CIIOKHBI IUTST
IWarTHOCTHKU. 7151 BeprurKaIliy HOBBIX TOATUTIOB HE-
00X0IMMO oIIpenesieHrne MpodiIeit SKCIpecCu TeHOB
WY OOJIBINAsI TTAHE]Ib TeHETUIECKOM TMAarHOCTUKM. Takoke
BKJTIOUEH HOBBII BUI OCTPOTo JUMGMOOIACTHOTO JICHKO3a
(OJII) —TCF3::HLF. NK-KJIeTOYHBIE JICHKO3bI BHOBb OT-
HECEHBI K TUMbOoMaM.

Yro6sl mocraButh nuardo3 B-OJIJI B cooTBETCTBUUN
¢ HOBOI1 KiTaccupuKaimeii, Hy>KHO TTIPOBECTH HECKOJIBKO
3TAIOB IMAaTrHOCTUKM: OT IIUTOT€HETMYECKOT0 MCCIIeA0BA-
HUST, DIYOPECUEHTHOW TUOPUIU3ALIAMN ik Siti, TIPUTICITb-
HOTO MOJIEKYJSIPHOTO MCCCAOBAHMS IO OIpeaeIeHUS
pous SKCIIPECCUU TeHOB — Bcero 24 mara. DTo Tpe-
OyeT pa3pabOTKM HOBBIX JMAarHOCTMUECKUX TTaHeeid. B To
K€ BpeMs ClIeIyeT OTMETUTH, YTO OOJBITMHCTBO 3TUX
cnoxXHbIX st auarHoctuky BumoB OJIJT (kpome Ph-like
Y B3POCJIbIX, KOTOPHIN MBI HE TMAaTHOCTAPYEM) B OOJTBIIIEH
CTETIEHW OTHOCSATCS K HETCKOI 3a00jieBaeMOCTH WM
BCTpEYaroTCs KpaitHe penko. Tem He MeHee 3TO BasKHO TS
B3POCJIBIX ITAIIMEHTOB, ITOCKOJIBKY 00Jiee YeM ITOJIOBUHA
ciyuaeB B-OJIJI y B3pocCIbIX — 3TO TpyIina Hebraromnpu-
SITHOTO IIPOTHO3a M BBICOKOTO pricka. Bee mogrumbr OJ1JI,
KOTOpPBIEC MO3BOJISIET BBIICIUTL HOBAsI KilacCU(DPUKAIIMS,
WMEIOT OTJIMYMS B IIPOTHOCTUYECKON 3HAYMMOCTH IS
BekuBaeMocTH. [l T-xietounsix OJLJI (T-OJL) cxema
npome — 9 maro. C y4eToM TOTO, YTO BO3MOXHOCTE
TapreTHOM Tepaliuy 31eCh MEHBIIIE, IIPUIIeTbHAS TUAarHO-
CTMKa MeHee BaxHa, uem nipu B-OJIJI.

YacTo BO3HUKAET BOIPOC, IIOYEMY Y ACTeil BbIKHUBAC-
MocTh 90 %, a'y B3pOC/IbIX He TOTy4aeTcsl [IeEPeT YpOBEHb
60—70 %. 3mech BO MHOI'OM UTPAIOT POJIb OMOJIOrMYECKIE
BO3MOXXHOCTH OMYXOJIN. Y JIeTei OOJIbIIe OIaronpusITHBIX
BapHUaHTOB JICITKO30B, a Y B3POCIIBIX — OOJIBIIIE TTOJIOBUHEI
HeOJIaronpUsTHBIX.
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B poccuiicknx KIMHUYECKUX PEKOMEHIAIINSIX UME-
forcs 2 ipoTtokoia — OJIJI-2009 n MeHee MHTEHCUBHBII
OJ1J1-2016, — niepeneammx n3 KIMHNMYECKMUX UCCIIEI0BA-
HUI B TIpakTUKY. [1pn aHanMM3e MpUMeHEeHUSI 3TUX 2 TIPO-
TOKOJIOB OTMeUeHa coItocTaBuMast 3((GEeKTUBHOCTD, YTO
04eHb BaXXHO, MOCKOJbKY B OJIJI-2016 npennpunsTa ne-
WHTEHCU(PUKALINS, T. €. YXOI OT BBICOKOIO3HBIX OJIOKOB.
OJIJ1-2016 1o3BOIWI CAEIATH BAXKHBII BEIBO B OTHOLLIEHUN
T-OJIJI n moka3arb, 4TO ayTOJIOTMIHAsI TPAHCIDIAHTAITNS KaK
BBICOKO/IO3HAsI KOHCOJIMIALIMSI HE OIpenesisseT IPOTHO3
y 3TUX 00JbHBIX. B 00HOBIEHHOI BepcUM KIMHUYECKUX
pEeKOMEHJALMI yKe HeT ITyHKTa o ToM, 4to Tipu T-OJIJI
HYXHO TIPOBOAWTH ayTOJIOTMYHYIO TPaHCIDIAHTAINIO (HET
moKa3aHuii). PasHuIIa B 3aBUCMOCTH OT IIOABapHaHTa TaK-
XKe He TpeTepIiesia U3MEHEHWA. YXO/I OT BBICOKHX JT03 MOT
MIPUBECTH K ITOTepe 3DGEKTUBHOCTH TePAITNK CPEIH Pa3ITI-
HbIX BapuaHToB T-OJ1JI, HO 3TOro He MPOM30IIIIO.

JoKIamaruK OTMETIIIA, YTO MPOAOJIKACTCS MCCIIeH0-
BaHME IIUTOTCHETUYCCKUX M MOJICKYJISIDHBIX OCOOCHHO-
cTel ISl amanTaiyum IoJ pOCCUIMCKUI IPOTOKOJI U COOCT-
BeHHBIE maHHBIe. [1oTydeHHBIC pe3yIsTaThl COCIIOCTaBUMEBI
CO BCEMM MEXIYHapOIHBIMH UCCIemoBaHUSIMHA. [luTore-
HeTndeckue rpyrmbl cpeny B-OJIJI BIcOKOTo pricka nme-
0T IIPOTHO3 3HAYMMO XYyK€e, YeM CTaHOapTHBIN prUcK. YTo
kacaetcst T-OJIJI, B 2017 1. B xitaccudukaunu BO3 Briep-
BBIC BEIZIEJICH B OTACIbHYIO rpymiry BapuaHT ETP u3 pan-
HUX TIPEAIIeCTBEHHUKOB T-KIIETOK C y4eTOM KpaitHe He-
0JarompusTHOTO MPOrHO3a B 3TOM TpyImie. JlaHHBIE
COOCTBEHHOTO MCCJIEIOBAaHMS TAKXKe ITOKA3BIBAIOT IS
3TOr0 BapMaHTa 3HAYMTEILHO 0oJiee XyIILIyIo OOIIYIO BI-
xuBaeMOcThb (OB) 1 00s1€€ BEICOKYIO YaCTOTY PEIIAANBOB.
CTOUT OTMETHUTD, YTO TO paHHUE PEIUINBEI, ¥ OOIBIITIH-
CTBa MALIMEHTOB PELIMINB Pa3BUBACTCS B TCUCHHE TTEPBHIX
0,5—1roma.

Eme omgHo# 3amadeil TpoBeIeHHOTO MCCIICIOBAHMS
OBLIO OILICHUTH POJIb MUHUMAJIBHOM OCTaTOYHOI 00JIe3HN
(MOB) B paznbie cpoku. B mepByto ouepennb ClieayeT OTMe-
TUTB, 9TO +70-i1 IEHP TTOCIIe 3aBepIICHUST MHIYKIINH, KaK
IMoKa3aJil BCEe MEXIYHAPOMHEIE ITPOTOKOJIBI, SIBISICTCS
OYEHb BAXKHOU TOUYKOM JIJTS TIPUHATUS PEIIEHUS O TAJTbHEN -
1Iei TepaneBTUYECKO TakTuKe. Y nopsaka 40 % nauueH-
0B ¢ B-OJIJI u 23 % ¢ T-OJIJI K KOHIly MHAYKLIMOHHOM
Tepanuu BBISIBISIIOT nepcucteHnmio MOB. Bto rpymma
C BBICOKOI BEpOSITHOCTBIO Pa3BUTHS pelanBa. B pamkax
MHOT0o(paKTOpHOTO aHaim3a nepcucteHmst MOD sBrsiach
CaMBIM CHJIBHBIM (haKTOpOM TIpOrHo3a B mpotokone OJIJI-
2016, xorsa u Bug, ETP-OJIJ1, n uuroreHeTnyeckas rpyria
BBICOKOTO PHCKa — T¢ (DAKTOPHI, KOTOPBIE TAKKE MOTYT 00-
YCJIOBJIMBATD MPOTHO3. JIOKITATIMK COOOIIIVII, YTO C YIETOM
STUX JAHHBIX IPEAIIPUHSTA TOITBITKA N3MEHUTD CTPATETUIO
niederust OJJL. dng T-OJIJI npy aymiTeTbHOM TIEpCUCTEHINN
MOB (11pm coxpaneryy Ha +133-ii 11 +190-1ii THI) B Teparuo
BKJTIOYAJTA KyPC C BEHETOKIIAKCOM, YaIlle BCero — KOMOMHA-
LIVIIO IEIMTA0MH + BeHeToKIIake. YacTo jgeueHne Ob11o 3¢-
¢exTuBHBIM ¢ cde3HoBeHreM MOB, HO y Bcex maleHTOB
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Pa3BUJICS PeLIMANB, M OHU MOTUOIM B TeueHue 1,5 roma ot
Havaja jeueHus. B pe3ynsraTe aHamm3a ObIIO BBISIBIICHO,
yTo Bee 3TH nauueHTsl 06l ¢ ETP-BapunanTom OJIJI. Co-
OTBETCTBEHHO, IIPM 3TOM BapHaHTe HeOOXOIMMO pa3pada-
THIBaTh HOBBIE CXeMBI B Oojiece paHHMe cpoKu. Kpome Toro,
OBLJIO OTMEUEHO, YTO TIPUMEHEHNE ayTOJIOTMYHOM TpaHC-
IUTAHTALIMY KaK BBICOKOMO3HOI KOHCOJMIAIIUM B 3TOM
TPYIIITE TAKKe He MOTJIO M3MEHUTH MporHo3. [ToaTomy maxe
nst rpynnbsl ETP HeT mokazaHuii 11s1 ayToJIOrMaHOM TpaHC-
IJIAHTALMH KaK BBICOKOMO3HOM KOHCOMUIAIINAMN.

Hpyras curyanus rpu teparmu B-OJIJI. [Ipu cmene
teparuy B-OJIJI B TuioTHOM rpymime U3 5 malreHTOoB TpH-
HSTHE pelieHnsT mpoucxomwio Ha +133-if u +190-if gHum.
Haxe Ha (hoHE TTOMICPKUBAIOIICH Tepalliy ITPOUCXOIMIA
nepcucteHss MOB, Heo6xonMO OBIJIO TPUMEHSTH UM-
MyHOTepario. [1porHo3 manueHTOB YIy4IIIICS, TIPH 3TOM
HM Y OTHOTO M3 3THX IAIIIEHTOB He ObLIA BBITTOJTHEHA aJIJIo-
TeHHasl TPAHCIIAaHTALIMS C YYETOM TOTO, YTO OBLIA ITOJTydeHa
onicTpas penykuus MOB.

[pu cpaBHEHUM 2 IPOTOKOJIOB, K COoXaneHuio, 35—40 %
manreHToB nMeroT peruaue B-OJIJI. M3BectHO, 9TO Te-
panus peluaInBOB U pedpakTepHBIX opM Manosdpdek-
THBHA, HECMOTPSI Ha TTOSIBJICHNE HOBBIX TTOIXOHOB K JicUue-
Huto. Yem paHbllie pa3BWICS peLUOvB, TeM Oosee HeOma-
TOIIPUATHA CUTYalIs (OCOOCHHO TIPY pa3BUTUH PEIIUANBA
B IIepBBIC 18 Mec). Y MalmeHTOoB ¢ MepBUYHON pedpakTep-
HOCTEIO, T. €. He OTBETUBIINX Ha IEePBBIC 2 Kypca TepaIiiu,
pe3yJIbTaThl KpaliHe HeOIaronpusITHEIE. TaKiX IMallieHTOB
oKoJI0 5 %.

B coBpeMeHHBIX peKOMEHAALMSIX COXPAHSIIOTCS XUMUO-
TepareBTUICCKUE TTOIXOABI K TepaITuy PEIIUANBOB U Pe-
dpakTepHBIX (HOPM, K KOTOPBIM OTHOCSTCS IIPUMEHEHIE
u baygapabMHCOmepXaINX KypCcoB, 1 MUTOKCAHTPOHA
¢ boprezomuboM. BxioueHue 6oprezomuda mokasbiBaeT
s pexkruBHOCTL Tpu JteueHUU T-OJIJI u T-mumpoobnact-
HBIX TuMGoM. UTo KacaeTcsl TapreTHOI M MMMYyHOTepa-
muu, npu Ph*- u mpn Ph—-OJIJI BKi1toyeHe UMMYHOTE-
pamuy — 3TO HOBBIM MOAXOM K JICUCHHUIO PEeIIUINBHBIX
u pedpaktepHbIX popm, mogBuBiniicsa B 2014 . B CIIIA
yxe 3apernctpupoBaHa CAR-T-kieTouHas Tepanus I
JIeTelt M MOJIOABIX B3POCIIBIX, HO B HAIIIEH CTpaHEe, K COXKa-
JICHUIO, 3TOT METOM He TIPUMEHSICTCS, UIYT KIIMHUTIECKIE
pa3paboOTKU.

B HacTosIIIee BpeMsI eCTh BO3MOXHOCTh IIPUMEHEHMS
OoimHaTyMoMaba M MHOTy3yMaba B KaueCcTBE MOHOTepa-
. OoHAKO BO3HUKAET BOIIPOC BEIOOpA IIperapara ist
Ha3HAYCHMSI C YIETOM COTIOCTABMMBIX JaHHBIX 110 3 deK-
THUBHOCTH, HO UMEIOIIMXCS Pa3ININil B TOKCUIHOCTH TE-
parmu. Tak, CyIIecTByeT BEpOSITHOCTh Pa3BUTHSI BEHOOK-
KJTIO3MOHHOM 00JIe3HM ITOCIe IIPUMEHEHHST MTHOTY3yMa0a,
W eCJIY TTAIIEeHT — MTOTeHIINAIbLHBIA KaHINIAT IS aJlIo-
TeHHOM TpaHCIUIAHTAIIUM, TO pacCMaTPUBAETCS Ha3HaUe-
HUe Tepanuu 60JuHatrymMmomMabom. Ho y 6aumHatymomaba
€CTb TaK1e OCJIOXHEHUSI, KAK CHHIPOM BEIOpOCA IINTOKM-
HOB W HEMPOTOKCUYHOCTh, KOTOPHIE Yallle pa3BUBAIOTCS
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y IAIIMEHTOB C Pa3BePHYTHIMU pELIMANBAMU. Y TAIIEHTOB
¢ OOJIBIIION OITYXOJIEBOM MacCOI paccMaTpuBaeTCsl Ha3Ha-
YeHWe MHOTY3yMa0a, €CIIH IIPEIIT0IaraeTCsl BRBICOKMIA pHCK
TaKMUX OCJIOXKHCHUI.

Pe3ynbpraTel MMMYHOTEpANIMA PEIUINBUPYIOIINX
dopm OJIJI TToka He SIBIAIOTCS ONTUMUCTUIHBIMU: MEIY -
a"a OB cocrasnster 5,2—6,5 mec. Anipobarus KoMOrHa-
UM OIMHATyMoMaba ¢ TapreTHBIMHM IIpernapaTaMu
B HMMUII remaronoruu MunznpaBa Poccuu rokaszana 6o-
Jiee ONTUMUCTUYHBIE naHHble ¢ OB 47—55 % u Oe3penu-
JIMBHOI BBIKMBaeMoCThIO 39—68 %. IlpencrasieH cobcr-
BeHHBII onbIT MpuMeHeHnsT CAR-T-kieTouHoI Tepann
y 4 maunenToB ¢ peuuauBamu OJIJ1, 2 13 KOTOPHIX MOTyda-
JI1 y2Ke 6-10 InHMIo Tepanuu. K coxaleHrIo, HECMOTpsI Ha
TTOIyJYEeHHBIC OTBETHI, 3 U3 4 MAIIMEHTOB YMEPIIH, B KUBBIX
ocTaetcs ToibKo 1 manyeHT, momydyasimii CAR-T-kimerou-
HYIO TEPaIuIO 110 IIOBOAY PeIIMANBA HEHPOJIEIKO3a.

OCHOBHBIMU TePANeBTUYCCKIMM TCHACHIIUSIMU B Jie-
yennu OJIJI B HacTostIee BpeMs SIBJISIIOTCS TIPUMEHEHE
MeIUaTPUIECKUX ITPOTOKOJIOB; BHEAPEHNE B 1-10 JTMHHIO
teparmy B-OJ1JI MOHOKITOHAJTBHBIX aHTUTEN (PUTYKCHMAO,
WHOTY3yMa0, OTMHAaTyMOMAa0); BKIIOYCHNE B 1-F0 JIMHUIO
cnennduueckoro mist T-OJIJI mpenaparta HenapaOuH
(He moKazagiiree 3 HeKTUBHOCTH); BKIIIOYCHHME B 1-10 JIMHIIO
WHTUONTOPOB TUPO3WMHKWHA3 (1a3aTHHIO) 1 MHTUOUTOPOB
mmpoteacoM (bopte3omu0); MoHUTOpHT MOB 1 puHsTHE
TepareBTUIECKOTO pelieHNs Mcxoms 13 rmokasatesneit MOb-
cratyca; BHenpeHue B 1-10 nuHuio CAR-T-kineTouHoit
Teparmmu.

Bosbmroe 4ymciio KIMHWUYECKUX WMCCICTOBAHUMI
10 BKJTIOUCHUIO MMMYHOTEPAITUH B 1-10 TUHUIO JICICHUS
OJUJ1 y B3pOCIBIX 1 IeTel TeMOHCTPUPYIOT OIITUMMCTH -
YyeCKHWE pe3yJIbTaThl JaXXe y BO3PACTHBIX MAIlMEHTOB.
B nponniom romy Ha KoHdepeHmu SOHO 6b11 TpoaeMoH-
CTpUpoOBaH HOBLIH nporokot Jedennss OJIJI B 1-it nuaum
koMoOuHauueir Hyper-CVAD ¢ 6imHaTyMoMaboM U MHO-
Ty3ymaboMm, mpu MOB-HeraTMBHOCTH B IpyTITie BEICOKOTO
PHMCKa TUIAHNPYETCS BHITIOTHEHNE a/UTOTeHHOM TPaHCIUIaH-
TallMY W TIOIIEePKUBAIOIIAS TepaIlisl B APYTUX TPyIIIax,
mpyt MOB-TTONIOXKUTETEHOCTH — BO BCeX TPYIIIax IMAlieHTOB
ncronb3oBaHne CAR-T-kiieTouHolM Tepaniu, TPy COXpaHe-
a1 M OB-TT0/TOXHATETEHOCTH — BBITIOJTHEHNE aJUIOTCHHOM
TpaHCILIAaHTALINY TeMOTIO3TUUECKIX CTBOJIOBBIX KJIeTOK. Ha
koHbepeHmu SOHO2023 momkHbI OBITH MPENCTABICHBI
Pe3yJIBTaThl UCITOIb30BaHMS 3TOTO IIPOTOKOJIA.

Hossrii ipotokon neuenus OJIJ1 HMUILI rematono-
ru MuH3sapaBa Poccny BKITIOYaeT MPUHSITHE PEIICHUS
Ha OCHOBaHMM OlleHKHM TtepcucteHmr MOB 1mocie okoH-
YyaHUsI UHAYKLMK: fo0aBIeHue 1 Kypca jedeHus: OJmMHaTy-
Momabom niociie +70-ro gHs pu B-OJIJI nnmm xom61Ha-
LIMY BEHETOKJIAKCa C XMMUOTEPANueil B TeueHue 56 THEi.
Jiga ETP-OJIJI Bo3MOXHO BKJTIOYaTh BEHETOKJIAKC YKe
B UHAYKIIAIO PEMHUCCHUH.

IlpencraBieH onbIT MpUMEHEHUsT OaMHATYyMOMaba
y 10 mamuenToB ¢ B-OJIJI ¢ mepcucrenuueit MOb
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Ha +70-i1 neHb. Y Bcex MallMEHTOB IT0CJIe BBEACHMS TIpe-
napara OblT JocTUTHYT MObB-oTpuiiaTenbHEIN cTaTyC,
1 mauueHTKe ¢ nepectpoiikoit MLL BbInosHeHa ajIoTeH-
Hasl TpaHCIUIaHTalMs TEMOTIOATUYECKMX CTBOJIOBBIX KJIe-
TOK, OCTaJIbHbIE HAXOAATCS 10 HabMoaeHeM. Bo3aMox-
HO, TaKue nmalueHTsl oTHocaTces K Ph-like OJIJI, mosTomy
BOMNPOC O MPUMEHEHNM TapreTHhIX MTPEINapaToB B MOAIEP-
JKMBAlOILEe Teparuy y HUX OCTA€TCSl OTKPBIThIM.

3aBemytolas Jadoparopueiir UMMYHOMDEHOTHITPOBA-
HUS KJIETOK KpOBU M KocTHOro mosra M.B. Taabnesa co-
o0I1111JIa 0 BO3MOXHOCTHU BBITIOJIHEHMSI MOHUTOPUHTIA
MOB y 605bHBIX ¢ ocTpBIMH Jetiko3amu B HMUII rema-
Tojaoruu MunsnapaBa Poccumn Ha 6€3B03Me31HOI OCHOBE
3a CYET Pa3HBIX MCTOYHUKOB (PMHAHCHPOBAHUS, B TOM
YUCIIE 3a CUET MOACPXKKU JaHHBIX KCCAEN0BaHUM 61aro-
TBOPUTEJIPHBIMA (DOHIAMM, W MPEIIOXKIIIA HAIIPABISTD
Ouvomarepuas NalMeHTOB B paMKax HE TOJIbKO KJIMHUYE-
CKMX MCCJIEIOBAHUA, HO 1 OOBIYHOM MPaKTUKM.

Bropoii neHb KoH(pepeHLIMU OTKpbUICS ceccueit «Jle-
YeHWE M JMarHoCThKa MalMeHTOB C OHKOreMaToJoruye-
ckuMmu 3aboneBaHusiMn». [lepBbiM ObLT Jokjan «MHoOro-
KJIETOYHAs PE3UCTEHTHOCTD KJIETOK OCTPOTO MUEJIOUIHOTO
JIEMKO34 i Vitro: MEXaHU3MBI U KIIMHUYECKIE KOPPEJISILINT»,
npencrasieHHbI P.C. ®aneeBbM. JI0KIaTIMKOM ONMcaHa
XapaKTEPUCTUKA TUIAHAPHBIX U TPEXMEPHBIX KIETOUHbBIX
KYyJBTYp, NOAYEPKHYTA POJIb TPAIUEHTOB B KYJIBTYpax.

CdeponmHbIe KyIbTYPhI KJICTOK CITY>KAT KIIMHITIECKOM
MOJIETBI0O MHOTOKJIETOYHOM PE3UCTEHTHOCTHU B OeCCoCyau-
CTBIX YYaCTKaX COJIMAHBIX oryxoJjieid. KyasTypbl reMonos-
TUYECKMX KJIETOK IO CYTH SIBJISIIOTCS CYCTIEH3Uel, o0pa3o-
BaHUe C(PepOUAHBIX KYJBTYp U3 HUX TPEOYET OIpeneeHHbIX
TeXHUYECKUX NeicTBUIA. BMecTe ¢ Tem Takue cheponmHbie
TEMOITOATUYECKUE KJIETOYHBIE KYJBTYPbl MOTYT OBTOPSITH
pacnojioXXeHWe TMJI0THO YITaKOBAHHBIX KJIETOK B KOCTHOM
MO3re B cllydyae 0J1aCTHOro Kpu3a Uy OCTPOro JielKo3a.
ITpu 3TOM UX pe3UCTEHTHOCTh K AEWCTBUIO LIMTOCTATUKOB
MHOTOKPaTHO BO3pAacTaeT. B yci0BUSIX MHOTOKJIETOYHOMI
PE3UCTEHTHOCTY IMPOUCXOAUT HE TOJIBKO MOBBILLIEHUE Ce-
KPELMU LUMTOKMHOB, KOHCTUTYLIMOHAJIBLHO TPUCYIIUX
STUM KJIETKaM, HO U TOSBJICHUE de novo IIMTOKWHOB,
XEMOKHWHOB M POCTOBEIX (DAKTOPOB, KOTOPHIEC 3TUM KJIET-
kaM He mnpucymu. [Ipm MMMyHOGEHOTUIIHMPOBAHUU
U OLIEHKE BHYTPUKJIETOUHOTO MOHOOKCHJA a30Ta ObLIU
BBISIBJIEHBI HOBbIE MAapKEPhI, KOTOPbIE B HOPME HE Xapak-
TepHbI. BeposiITHO, B 3TUX YCIOBUSIX POUCXOAUT UBMEHE-
HYi€ MUKPOOKPY>KEHHSI KIETOK, KOTOPOE B CBOIO OYEPEID
MOXET BJUSTh Ha UX cBoiicTBa. [ToTHOreHOMHOE CceKBe-
HupoBanue PHK ¢ anann3zoM 6a3 maHHBIX IT0Ka3aj10, YTO
B YCJIOBMSIX MHOTOKJIETOUHOM PE3UCTEHTHOCTH B KJIETKAX
MPOUCXOIUT aKTUBALIMS MPOBOCHATUTEIbHBIX CUTHAIb-
HBIX yTE€ — KaK U3BECTHOTO TPAHCKPUITLIMOHHOTO MyTU
NF-«B, tak u STAT-curHaanHra TpaHCKPUITIIMOHHBIX
(hakTopos, a Takke oTBeTOB Ha UHTepdepoH a u y. [Ipu
aHanmm3e nuddepeHINaTbHON SKCITPECCUN TeHOB, XapaK-
TePHOW UMEHHO JIS1 3TOTO COCTOSIHMSI MHOTOKJIETOUHOM
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PE3UCTEHTHOCTH, OOHAPYKEHO, YTO 92 reHa MOTyT OBITh
C YCUJICHHOM 3KcIpeccreit 29 TeHOB — ¢ TIOHMKEHHOIA.
PesynbraThl aHaMM3a 3TUX TEHOB C MCITOJIH30BAaHUEM M3-
BECTHBIX 0a3 TaHHBIX ITOKA3aJIM, YTO ITPOMCXOIUT aKTHBA-
LIVST IIPOBOCTIAJTUTE/IPHBIX KACKAIOB, CBSI3aHHBIX C METa00-
JIM3MOM, B TOM YMCJIE CO CTEPOMAAMU U KETOCTEPOUIAMMU.
YMeHbIIIeHHAsT SKCIIPECCHsI COMpPsKeHa ¢ aHTUBOCITAIH-
TETbHBIMU KacKalaMM, 9TO B IIPUHIIATIE XapaKTEPHO, TaK
KaK TIpM aKTHUBALIMKM BOCHAJCHUS ITOMaBJISICTCS aHTU-
BOCTIAJINTE/IbHASI AKTUBHOCTb.

C 1171610 MIEHTU(UILIMKAITN MOJICKYIISIPHBIX MUIIICHEH
OBUIM BBIZIENICHBI 3 TeHa-KoHIIeHTpaTopa (Hub), T. €. Te TeHsbI,
KOTOPHIe BAXKHBI /15T (hOPMUPOBAHMST BCEX MEKMOJICKYIISIP-
HbIX cBs3eit: TNF (bakTop Hekpo3sa omyxoin), I7TGAX (uH-
terpuH aX), SREBFI (bakTop, WHIYIIMPYIOLINIA BEIPAOOTKY
creponnioB). IT0CKOJIBKY KITIOUEBEIM SBIISIETCST (haKTOp He-
KpO3a OITyXOJI, IIPOBecHA OIIEHKA, HACKOJIBKO OH MOXET
MMPUBOINTD K aKTUBAIIMKA TPAHCKPHUIILIMOHHOTO (hakTopa
NF-«xB. YcraHoBneHO, 4TO AeCTBUTEABHO MTPOUCXOIUT
aKTHUBAIIKS 3TOTO (PaKkTOpa, KpoMe TOTO, ITOI KOHTPOJIEM
TPaHCKPUIIIUK TaHHOTO (haKTopa HAXOMHUTCS IOPSIKa
300—400 reHOB, KOTOpBIE aKTUBMPOBAHBI B 3TUX KJIETKAX.
Takum oOpa3oM, oueBHIHA MOJIEKYJISIPHASI OCHOBA BOCTIA-
JICHUsI, KOTOPOE HEITOCPEICTBEHHO O0YCIIOBJICHO aKTHBA-
mueit NF-«B. 3ammra onyxoJieBoii KJIeTKM HETTIOCPEICT-
BEHHO OOYCJIOBJICHA 2 ceMelicTBaMU TeHOB WM OEIKOB:
IAP u BCL-2. I1pu rmocTpoeHnu IyTeil B3auMOIECTBUS
Mexnay 3 reHamu (NF-«xB, IAP u BCL-2) o6HapyxeHo,
YTO 3TH T€HBI HE TOJIBKO B3aUMOICICTBYIOT IPYT C IPYTOM,
HO ¥ MOTYT KO3KCIIPECCHPOBATHCS. DTO TOBOPUT O TOM,
YTO 3TH T€HBI 1 MEXaHW3MBI 3aIIIUTHI MOTYT OBITH HAIIPSI-
MYIO BOBJICUEHBI B (POpMHUPOBAHNE KIIETOUHOM PE3UCTEHT-
HOCTH.

C moMo1npro 0a3bl TaHHBIX ObLIA OIICHEHA B3aMMO-
CBSI3b BBISIBJICHHBIX TEHOB C TEUCHUEM OCTPOTO MUEIOWI-
Horo Jnieiiko3a (OMJI). Accormatinu reHa TNF ¢ TedeHreM
W MyTallUSIMM IPYTMX TEHOB BBHISIBIICHBI HE OBLIM, TOTIA
Kak ITGAX noctoBepHO KoppeaupyeT ¢ TedeHnem OMJI,
CHIXasT BEDKMBAEMOCTbD, TIPH 3TOM ITOKa3aHO, YTO TOUKO-
BBbIE MyTallMW, MHCEPIIUM U ACJICIIUN 3TOTO TeHa MOTYT
yJ9acTBOBaTh B IMPOTHO3¢ HAHHOTO 3aboyieBaHUs. [eH
SREBF1 takke BhIcOKOaccoLMupoBaH ¢ TedeHnem OMIJIL.
[TomyuyeHHBIC TaHHBIE TOBOPSIT O TOM, YTO IIpEACTaBICH-
Hast MozeITh (OO0JIbIIIe OMOMEIUIIMHCKAS ) MOXET OTPaKaTh
TO, YTO IIPOUCXOINT B KJIeTKe in vivo. OMIJI accormmmpoBaH
C BOCITAJICHHEM, M KOCTHBIM MO3T IIPY 3TOM 3a00JIeBaHNH
MIPEACTABIISIET COO0M XPOHMIECKI TTOBPEXKICHHYIO TKAHb,
B KOTOPOI BBEIPaXKEHO OITYXOJICBOE WJIM OITyXOJIEBOACCO-
LIMPOBAaHHOE BOCITAJICHHE.

AHaJtoroB TaHHOM Moen HeT. MICITonb3ys T0BOJIEHO
MIPOCTYIO M JCIICBYIO MOMEb, MOXHO B OIpeAcIeHHOMN
CTEIeHU CUMYJIMPOBATh TO, YTO IIPOUCXOIUT C OITYXOJIe-
BBIMHU KJIETKaMU B KOCTHOM Mo3re pu OMJI. O600611as,
MOXKHO CKa3aTh, YTO 3TU KJIETKU (DOPMUPYIOT YHUKAITEHOE
OITyX0JIEBO€ MUKPOOKPYKEHHUE, COCTOSIIEe M3 IIUTOKH-

25


https://creativecommons.org/licenses/by/4.0/

26

TOM4/VOL4

2024

MD-ONCOR

HOB, XeMOKHMHOB U POCTOBBIX (haKTOPOB, IIPUOOPETAIOT
BOCHAIMTENIBHBIN (DeHOTHIL. 3aTeM 3TH LIMTOKWHEI IIyTeM
AJUTOKPUHHOM WY ayTOKPUHHOM, B TAaHHOM CJIydJae rmapa-
KPUHHOMU, PETYJISIIINY TIPUBOIAT K aKTUBAILIMH KJIacCHIe-
cknx STAT- n NF-«B-3aBUCUMBIX CUTHAJILHBIX ITyTEH, IO,
IMPOMOTEPHBIMH YYaCTKaMU KOTOPBIX PacIIojiaraloTcs TeHBI
3aIIUTBL. DTO MIPUOIITKAST K IOHMMAHUIO TOTO, KaK OMo-
JIOTM MOTYT TToMo4Yb B JiedeHnr OMJI wim XoTs1 OBl B yBe-
JIMYEHNH S-JICTHEH BBDKUBAEGMOCTH OOJTbHBIX. B manbHeit-
eM MOXHO OYIeT MCITOIB30BaTh YeJIOBEYECKUE in Vitro/
ex vivo MOJIeNI, BOCTIPOM3BOINTH TKAHEBOE MUKPOOKPYXKe-
HHe (TPUHLIMITAATHLHO BO3MOXHO (POPMUPOBAHNE «HUIIIE-
BOCTH» — YHUKAJIBHOTO B3aUMOIEMCTBHS KIIETOK C MUKPO-
OKpPYXKCHHMEM), OCYIIECTBIISITh BBICOKOCOACPXKATEIbHBIN
1 BBICOKOITPOM3BOIUTEIBHBIN CKPUHIHT Ha 3TUX KJIeTKaX
ITePCIIEKTUBHBIX JIEKAPCTBECHHBIX IIPEeTIapaToB.

Crenmyrontnit mokian «OCHOBBI KaHIIeporeHe3a Kak
KJTIOY K HOBBIM HAITpaBJICHUSIM TTOMCKA JIEKapCTB» TIPEICTa-
1 C.A. PymsinieB. cTopraeckyt CIIOXKIIOCH ITPECTABIIe-
HHE O TOM, YTO HAJIMIre MH(GEKITNHY ITPU OITyXOJIEBBIX 3200~
JIEBaHUSX YXYIIIAET MPOTHO3 HE TOJBKO M3-3a TOTO, YTO
TIPETISITCTBYET BHITIOJTHEHUIO TeParieBTHUECKOTO TIaHa, HO
1 B CBSI3M C YCUJICHUEM MeTacTa3UpOBAHNSI, TIOBBIIIICHUEM
Pe3UCTeHTHOCTH. JIOKIIaTIMK OIrca MeXaHU3MBI B3aMO-
JIEHCTBUSI OITyXOJIEBOI KJIETKU C UMMYHHOI cricTeMoit. Ory-
XOJIEBBIC KJIICTKM CHHTE3UPYIOT PSII XeMOKMHOB, KOTOPBIC
PEKPYTUPYIOT KICTKH KPOBU M3 KOCTHOTO MO3Ta B OITyX0-
JIEBYIO TKaHb, B KOMIICKCHYIO HHIITY, ¥ IO CYTH 00y4aloT-
csl B CTOPOHY UMMYHOCYIIPECCUBHBIX T-peryIsiTOPHBIX
KJIETOK, BBICTpamBasi IIaThOopMy, KOTOpast OJIOKUpPYeT
WMMYHHYIO CCTeMy. Takske OITyX0JIb UMeeT COOCTBEHHYIO
IMaTOJIOTUYECKYIO CTPOMANIBHYIO CTPYKTYpPY, KOTOpas ydJa-
CTBYeT B (pOPMUPOBAHUU PE3UCTEHTHOCTH U PEIIUIUBOB.
CrpoManibHbIC KJIETKHA BHYTPHU OITYXOJIU TTOIEPKUBAIOT
POCT, MUTPALINIO, MHBA3HIO OITyXOJIEBBIX KJIETOK, TIPUBOIS
K IIPOIOJDKEHHOMY POCTY M METaCTa3MPOBaHUIO. XeMOKH-
HOBBIE OYarv B OTIAJICHHBIX OpraHaX TaKKe CITOCOOCTBYIOT
PEKPYTHPOBAHUIO KJIIETOK M (POPMUPOBAHHUIO METACTA30B.
OryxoeBbIe KJIETKU IIPSIMO WJT KOCBEHHO CITOCOOCTBYIOT
aHTHOreHe3y. TaknuM 06pa3oM, MUKPOOKPYKEHHE OITyX0-
JIV 3aIIUIIACT PAKOBBIC KIIETKU OT IEHCTBUS JIeKapCTBEH-
HBIX IIpeTIapaToB M CHIKAET MX IPOHNKHOBEHME, 00pa3yst
3aIUTHYIO KarcCyily. DTa 3allMTHas KaIlCyJia B OCIIeaHEee
BpeMsI CTaJla MUIIIEHBIO TSI pa3paOO0TKHA HOBBIX JIEKAPCT-
BEHHBIX IperapaToB, ACHCTBYIOIINX HE HA OITyXOJIEBYIO
KJIETKY, @ Ha (paKTOPBI, KOTOPHIE ITO3BOJISTIOT 3TOM KIIETKE
KHUTb W pa3BUBAThCA.

OmHo m3 Takux HampaBiaeHuit — ocb CCL5/CCRS,
XEMOKWHOBBIN KacKall, KOTOPHIi B HACTOSIIIIEE BPEeMsI pac-
CMaTpUBaeTCsA KaK OAWH M3 IMIPOBOIHUKOB OIYXOJIEBOTO
pPOCTa ¥ CTAHOBUTCSI MUIIICHBIO IS JICYCHHUST HE TOJIBKO
mpu ummyHoneduinre. CCRS aBisieTcst TpaHCMeMOpaH-
HBIM PEIENITOPOM, TTOCPETHUKOM 1 CTapTEPOM MHOTHX
curHapHBIX KackanoB (CCL3, CCL4, CCLS5 u CCLS).
D1n yty cBs3anbl ¢ aktuBanmeitr NF-kB. CCRS akcmpec-
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CHPOBaH Ha OOJIBIIIOM KOJIMIECTBE KIICTOK, UTPast OCHOB-
HYIO pOJTb B BOCIIAJINTEIBHOM peaKIini, (haKTUIECKH HarlpaB-
JISTSI KJIETKY K odary BocrayieHust. COBMeCTHasI SKCIIPEeCCHsT
CCRS5 u CD38 mpuBomuT K 00Jiee OBICTPOMY M aKTUBHOMY
POCTY OITyXOJIeBOI TKaHU. Kpome Toro, 310 0CHOBHOI pelier-
TOp BUpyca MMMyHoneduimTa yenoBeka (BUY) 1-ro Tuma.
DTOT Xe MyTh 3aAeiicTBoBaH B niepcucteHuy BUY u pa3su-
TN KIMHAYECKUX TIPOSIBJICHUI MH(MEKIINN — CUHAPOMA
proOpeTeHHOTO UMMYHoAedumTa. [Unepakcnpeccus
CCRS5 6b11a 0OOHaApYKeHa ITPU MHOTMX OITyXOJISIX YeJIOBE-
Ka ¥ MOXXET OBITh CJISACTBEM OHKOTSHHOI TpaHChopMa-
LIMU BCJIENCTBUE «O0Y4YEHMST» HOPMAaJIbHBIX PEKPYTUPO-
BaHHBIX KJIETOK JJM00 HAKOIUICHUS] UCXOMHO OOYYEeHHBIX
KJIETOK BHYTPHU OIIYXOJIH ISl TIPOTUBOACHCTBUS UMMYH-
HoMmy otBety. Poib ocu CCL5/CCRS B mporpeccuu oIry-
XOJIM MHOTOTpaHHA: YCWJICHUE pOCTa OITyXOJIM U IeTpaja-
UM COCOAWHUTEIILHOM TKaHW IIyTeM aKTHBU3aLUHU
MAaTPUKCHBIX METAJUIONIPOTEa3, YBEINICHNE MUTPAIINN
omnyxoieBbIx KiieTok. CCR5* — cTBOJIOBBIE OMyXOJIeBbIe
KJIETKH, KOTOPBIE 3HAUMTEILHO 00JIee aKTUBHO Mpoarde-
PUPYIOT, UTO CBSI3aHO C MOBHILIeHHON penapauueit JJHK
ITOCJIe BO3ACHCTBUS MIPeTapaToB (IOKCOPYOUIINH) VUITH
JydeBoii Tepari. CeKpeTUPyeMBIN OITyXOJIeBBIMU KJIET-
KaM# 1 MUKpookpyxeHrnem CCLS5 cHImKaeT IMTOTOKCH-
YeCKYIO aKTUBHOCTb XMIMUOTEPAITUH, CTUMYJIAPYET MOTJIO-
IIeHNE MUTaTeIPHBIX BEIIECTB, CIIOCOOCTBYET MUTPALINHU
SHIIOTEIMAIBHBIX KJIETOK C 00pa30BaHNEM HOBBIX MUKPO-
COCYIUCTBIX MYJIOB U MPUBJIEKAeT HOPMAaJIbHBIC KICTKHU
JIIJIST BRICTPAaBaHMS OITYX0JIEBOTO MUKPOOKPYKECHUS.

Ponb ocu CCL5/CCRS m3yvyanm ¢ TOMOIIBIO WHTH-
OMpOBaHUS aHTATOHMCTAMU, IMOMABICHUS SKCIIPECCUU
aHTHUTEJIAaMH, TIONABJICHUS (DYHKIIMOHUPOBAHYSI TCHOB Ha
XKUBOTHBIX Moaesix. [Ipenaparsl mist neuenuss BUY-unH-
ek oKa3bIBalM CEpPhe3HOE ITPOTUBOOITYXOJIEBOE
IIEWCTBYE, BIIASIS HA 3Ty PEIIENITOPHYIO OCh, KOTOpast (hak-
THYEeCKN HEe MMEET OTHOIICHUS K 3apOXICHUIO, TPaHC-
dopManm 1 pa3BUTUIO OMYXOJU. DPPEKTUBHOCTH BO3-
IEUCTBUS Ha 3Ty OCh B MOJEJISIX ObLIAa MCCIIEAOBAaHA 1 ST
npyrux nperaparos ipu OJIJI, OMJI, numdome XomKKn-
Ha, MHOXecTBeHHOI Mueome (MM). B HacTositiiee BpeMst
MPOXOIAT KIMHNYeCKMEe ncnbiTaHus mHrnontopo CCRS
IS IeIeHUST OHKOJIOTMYECKUX 3a00JICBaHMIA, B TOM YICIIE
reMaTOJIOTUYECKIX OITYXOJIeH B Pa3IMIHBIX BapUAHTAX.

Hzyuenue nponeccoB BUY-nmHpumpoBanus yepes
CXCR4/CCRS5-nyTh maeT HaM HOBOE ITOHMMaH1e (DYHK-
LMIMOHUPOBAHUSI UMMYHHOI CHCTEMbI M HOBBIE BO3MOX-
HOCTH TTOMCKa IperapaToB.

Hoxman A.Bb. 3ynbkapaaeBa «[1pHIIUITBI IPOBEICHMS
WHULMATUBHBIX UCCIEAOBAHUT» OBIJ MOCBSIIEH TUIaHU-
POBAHUIO, MPOBEICHUIO COOCTBEHHBIX MCCIICIOBAaHUM
1 TIPEICTABICHUIO MX pe3yiIbraToB. Hayka momkHa MEHSITh
MMp K JIy4dIIIeMy ITyTeM TPpaHCIMPOBAHUS Pe3yJIETaTOB Ha-
YYHBIX UCCJIEAOBAHUN C XOPOIIEN METONOJIOTUEN B KITN-
HUYECKME PEKOMEHIALIMU U JAJIe€ B IPAKTUYECKOE MPU-
MeHeHue. Kak TpaBmio, 3TO pe3yabraThl HE OTHOTO
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HCCIIeI0BaHMsI, a 0000IIeHNE HECKOJBKINX B BUIE METa-
aHanuza. B psine ciyyaeB ycioBue Xopollieil METOJ0JI0TUN
He coOJII0aaeTCs, YTO MPUBOAUT K «HAYYHOMY Opaky».
B Hacrosiuee BpeMs 6osee 50 % ucciaenoBaHuil He BOC-
MPOM3BOISITCS CAMUMU aBTOpaMu, 6osiee 60 % He BOoCIpo-
W3BOISATCS IPYTUMH aBTOPAMM.

IlepBhIit M caMblii BaxXKHbIA MPUHLUI, KOTOPOMY
JIOJKHBI CJIEI0BaTh MOJIOAbIE YYEHbIE, — YETKO CHOPMY-
JIMPOBATh MCCAEOOBATeILCKHIT Bommpoc. Kak mpaBuio,
HCClIeq0BaHNe HAYMHAETCSI Oe3 YeTKOro IJIaHa, W Iepe-
YeHb METOMIOB 00CIIeIOBAHMSI I BOIIPOCOB MEHSICTCST yKe
10 Xomy MccienoBaHus. Tak He HOKHO ObITh. CremyeT
¢dopMHMPOBATh NCCIIEIOBATEIBCKII BOIIPOC IO KPUTEPHSIM
PICO (mmomymsiusi, BMEIIaTeIbCTBO, TPYIIIa CPaBHEHMS,
pe3ynbraT). B O0TeueCTBEHHBIX MCCIECIOBAHUSIX JaCTO
MIpeaIToaaraeTcsl CPpaBHUTEIBHBIN aHAIN3 METOIOB Jicue-
HUs, TpaHChOpMUpYOIIIiics B 11eib. K coxaneHunto, Kak
MIpaBUJIO, HE TIPOBOIMTCS OIpeneicHre pa3mepa apdek-
Ta, T. €. GOPMYIMPOBAHNE TUIIOTE3BI O TOM, UYTO TIPUME-
HEeHHe IpenapaTa A o cpaBHEHHIO ¢ TiperaparoM b mpu
JIeueHUH 3a00j1eBaHNS X YMEHBIIIACT YACTOTY Pa3BUTHS
ocioxXHeHuid Ha Y mpoueHToB. Takas rurores3a I10KHa
OBITh B KaXXIIOM HayYHOM MCCJICIOBAHUM.

BTopoii mprHIUIT — YeTKO OIPEaeINTh KIMHUIECKIE
Touku. Hampumep, n3ydaTb KOHIICHTPAIIMIO TPOMOOIIM -
TOB MOXHO Pa3HBIMHU CIIOCOOAMM: OTIPEIEIIATh YPOBEHD
TPOMOOILIMTOB HAa KOHELl Kypca, OLleHUBATh TMHAMUKY,
IIOJII0 CYOBEKTOB, KOTOPBIE ITOCTUIIM OIIpeaeIeHHOTO
YpOBHSI TpoMOOLIMTOB. JIJIsI KaXXmoil M3 3THX KOHEYHBIX
TOYEK IO-Pa3HOMY OYIEeT OIICHUBAThCS 2D MEKT 1 pacCIm-
TBIBaThCS pa3Mep BEIOOPKH. [1py BEIOOpPE KOHEYHBIX TOUEK
JIOCTAaTOYHO OPMEHTUPOBATHCS Ha CXOXME MCCIICIOBaHNS.
Takke B peKOMEHIALMIX YIIPaBI€HUS 110 CAHUTAPHOMY
HaI30py 3a Ka4eCTBOM ITHIIEBBIX IIPOIYKTOB M JIEKAPCT-
BeHHBIX cpeactB CIIIA m EBpomneiickoro areHTCTBa
I10 JIEKapCTBEHHBIM CPEICTBaM YKa3aHO, YTO MCCIIeIOBa-
TEJISIM KeJIaTeJIbHO MCITOJIb30BaTh B Ka4eCTBE KOHECUHBIX
touek. [IpencraBiieHB 3 pasTWYHBIX BapraHTa aHaJIM3a
IWHAMHWKI OTHUX U TeX K¢ TToKa3aTesieil, MMEIOIINX pa3-
HbIE BbIBOJbI B 3aBUCUMOCTHU OT MPUMEHSIEMOTO METOAA.
K cnenmanmcraM 1Mo cTaTUCTHKE JIydIlie 0OpaIaThbes Ha
3Tare TIaHUPOBAHUS McciaenoBanns. Ecim nccinenosanve
XOPOIIIO CTUTAHUPOBAHO, BITOJTHE BO3MOXKHO JIJIST aHAJIM3a
WX He TIpuBieKaTh. OTHAKO TPaMOTHO CIIAaHMPOBATh UC-
clenoBaHKe 6¢3 OMOCTAaTUCTUKOB KpaifHe CIIOXKHO.

TpeTwit IPUHIIMIT — XOPOIIIO OIMCATh IN3AiH UCCIISIO-
BaHMSL. DTO SIBIIIETCS ITPOOIEMOI OTeYeCTBCHHBIX aKaIeMI-
YEeCKMX UCCIICIOBAHMIA, B OTJINIME OT KOMMEPUYECKIX PAaHIO-
MM3MPOBAHHBIX KIMHUYECKUX McclienoBanmii. He ObiBaeT
Ka4eCTBEHHOTO MCCIICIOBaHMS 0e3 XOPOIIo HAIIMCAaHHOTO
mmpoTtokoja. ITpoToKo: rccaenoBaHMs COCTABIISIIOT IO OTIpe-
JIeJICHHBIM TIpaBWJIaM. DTU IIPaBUJia, a TAKKE PeKOMEHIa-
iy it 6osee 9em 100 TUITOB MCCiIemOBaHUIA IIPEeICTaB-
JICHBI Ha caiiTe www.equator-network.org. JIyist ormmcaHus
KJIMHUYIECKOTO TpUMEpa B Pas3sIMIHBIX 00JACTIX €CTh
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8 pexomeHmanwii. EcIy BBIITOTHUTE PEeKOMEHIYeMBIit
IUIaH IeMCTBUI, MOKHO M30eXKaTh psfa OIITNOO0K B UCCIIe-
nmoBaHuu. [1pu mpoBeaeHUM AMCCePTAIIMOHHOTO UCCIIEIO-
BaHUSI, KaK IIPAaBWIO, YTBEPKIAaeTCs ero MpoTokon. CaMo
HCCIIeA0BaHME OOBITHO COCTOUT M3 4—5 3amad, Kaxmast U3
KOTOPBHIX SIBJISIETCS] OTAEIbHOM YaCcThIO MCCIICIOBAHMS CO
CBOEI1 YacThIO IIPOTOKOIA. B 3aBuCHMOCTH OT 3amay (Ha-
IIpuMep, OlleHKa pacIIpOCTPaHEHHOCTH MM 3abojeBac-
MOCTH) HMCCJAeHOBaHUS OymIyT oTiMYaThesl. BaxkHo ocy-
IIEeCTBJISATHh IJIaHUPOBaHMe HcciaenoBanus. Hampumep,
bosnbire hapmaleBTUIeCKre GUPMBI MyOJIMKYIOT ITPOTO-
KOJIBI CBOMX MCCiIemoBaHuii. Ecim ommy0mKoBaTh IIPOTO-
KOJI CBOETO MHULIMATUBHOI'O UCCEI0BAHMS, IPU OTTMCAHUM
PE3YJIBTATOB MOXHO OYIeT IToKa3aTh, YTO IPEICTaBICHO
WMEHHO TO, UTO TJIAaHNPOBAJIOCH.

YeTBepThlii MPUHLIMUITI — pacyeT oobeMa BeIOOpKU. He-
penKo pacyeT BEIOOPKHU MPUBOIUT K M3MEHEHMIO JTHOO
IMepPBUYHBIX KOHEYHBIX TOYEK, JTMOO 1IeJICBOM ITOMYIISIIINT
WCCIIeI0BAaHMsI, YTO KapaIWHAILHO MEHSET BEIBOABI. Jlo-
KJIaIuuK TpeacTaBui 2 puMepa. B mepBom mpu nccie-
IoBaHUM 3G GEKTUBHOCTH JIeUeHUS MH(papKTa MIOKapaa
dopmupoBaHe CrIeMPUICCKUX KPUTSPUEB BKITFOUCHUS
W3MEHUJIO YaCTOTY BOSHUKHOBEHUS COOBITHI MHTEpeca.
B mpyrom mpumepe pacdeTr BHIOOPKHM NPU THUIIOTE3E
00 OTCYTCTBMHU pa3IMIMi B MOKAa3aTeJIsIX 0€30IacHOCTH
MoKa3aJl MUHUMAaJIbHBIN 00beM BEIOOpKM B 1000 maieH-
TOB: 3Ta 3a7ayva ObljIa MCKITI0YeHA M3 BTOPUIHBIX KOHEU-
HBIX TOYEK MCCIICIOBAHMSI.

OCOOBIMI CUMTAIOT MCCIICAOBAHMS SKBUBAJICHTHOCTH,
KOTOPBIE TOKA3BIBAIOT OTCYTCTBHE Pa3IUUMil MEXKIy pa3-
HBIMH MeTOZaMU. DTO CII0KHEee, YeM JOKA3bIBaTh HATITINE
pazmmunii. HeobxoguMo 3apaHee YIMTHIBATh, UTO KOH-
KPETHO OyIeT MCCIIeI0BaThCS.

Ellle onHUM OPUHLMITOM MPOBEAECHUS UCCIEA0BAHUI
SIBJISIETCST YUET BO3MOXKHBIX ICTOYHUKOB cMetneHus (bias).
Jaxe eciv ucciemoBaHNE XOPOIIIO CIUTAHUPOBAHO U IIPO-
BelleHO, 0€3 y4eTa BO3MOXHBIX HCTOYHNKOB MCKaXKCHMUS
MOXKHO TTOJTYIUTD JIOXKHBIE Pe3yJIbTaTHI.

IIpuBenem npumep. Llens uccienoBanust — pa3pado-
TaTh MPOTHOCTUYECCKYIO MOJIE/Tb. Y CHISAIINX B 3aJI¢ TeMa-
TOJIOTOB ompene M 10 pa3IMIHbIX IPU3HAKOB ¥ ITOCTPOUM
CTaTUCTUIECKYIO MOIENIb, KOTOPAasi C BRICOKOM BEPOSITHO-
CTBIO MIPEICKA3BIBACT, KAKyI0 OKPOIIKY (Ha Kedupe Wi Ha
KBace) oHU npeanounTatoT. Ho eciu u3 3aa yiimyT rema-
TOJIOTH M 3aliAyT HedpPOJOru, TO 3Ta MOALTb paboTaTh
He OyneT. YToObl Moaenb nmpeackasbiBaia, HeodOxonuma
BHEITHSISI BaJIMIALINS.

Hpyroii ipuMep, Koraa He YIUTHIBAIOTCS METOIOI0-
TUYECKHEe OCOOCHHOCTHU MCITOJb3YeMbIX CTATHUCTHIECKIX
meTtonoB. Hanmpumep, meton Kanmnana—Meiliepa conepxXuT
IOMyIIeHNE 0 HeMH(MOPMATUBHOM IICH3YPUPOBAHUH, TTPU
KOTOPOM MPUYMHA BBIOBITUS TALIMEHTA U3 UCCIIENOBAHUS
He CBsI3aHa ¢ UCXOAOM MHTepeca. Ecam mammeHT B xome
WCCIICIOBAHNS BIMSHUS JICYCHUSI TIpeTriapaTaMy Ha BEIKH-
BacMOCTb YMpET He OT 3a00JIeBaHUS, a OT OCIIOKHECHUS
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MMPpUMEHEHUS M3y9aeMOTo IIperapaTa, Takoe IIeH3Yprupo-
BaHUe OymeT MH(POPMATUBHBIM U aHAJIN3 OyICT ITPOBeAcH
HEBEPHO.

Kpowme Toro, 9acto BcTpedaeTcsl ICTOYHUK CMEIIICHMST
immortal bias. Ero cyTh 3akimioyaeTcs B TOM, YTO CTaTyC
MMalreHTa, Ha OCHOBAaHUY KOTOPOTO OH OTHOCHTCSI K HCCIIe-
JIyeMOI TpyTITe, TOJKeH OBITh OIpenesieH B Touke 0 1 Me-
HSTBCSI He MOXeT. Hammpumep, orieHKa pa3TMIHBIX METOIOB
JIEYeHUST TI0 CPABHEHUIO BEDKMBACMOCTH MAIIUEHTOB, Y KO-
TOPBIX Ha (POHE Tepamuu Pa3OBBETCS WM HE Pa30BBETCS
COOBITHE (peaKIInsl «TPAHCIUIAHTAT IIPOTUB XO3IMHA», OT-
TOp:KEHUE TPAHCIUIAHTATa), HEKOPPEKTHA ¥ MOXKET ITPHUBO-
IIATh K NICKaXKEHUIO pe3ysibraToB. He Beerma 3To nckaxeHme
MOXET OBITh MCIIPABIICHO C MIOMOIIBIO TOITOJTHUTEIIEHOTO
anaymm3a (landmark 1 op.). M mameko He Bcerma B cClieno-
BaHWUM OyIET ITOJIy9YeH OTBET Ha MOCTaBJICHHBIN BOIIPOC,
HO TeM He MEHee PEe3YJIETaThl MOTYT OBITh BOCTPEOOBAHEI
MEIUIIMHCKUM COOOIIIECTBOM.

FO.10. Yykcuna mpencraBuia 1oKiIamd « T-peryisiTop-
HBbIE KJIETKHA IIPU TeMaTOJIOTHMYCCKUX 3a00JIeBaHUSIX»
M COOOIIMIa O Pe3yIbTaTax MCCAeHOBAHMS HAa MOIEIISIX
B-knerounoro xpoHmueckoro nmMmdoineiikosa (XJLI)
1 UMMYHHOI TPOMOOIIUTOIICHUH. B peryiasmmuu muMMyH-
HOTO OTBETa Ha OITyXOJIeBbIe KIIETKH, a TAKXKE ayTOUMYH-
HBIX ITPOIIECCOB CYIIECTBEHHYIO POJIb UTPAIOT CYOITOITyIsI-
i peryaaropueix CD4%/~- CD8*-, T-, NKT-kiertox.
CD4'CD25"ehFoxp3*CD127- — HamnboJjiee u3ydeHHast
ronyisiust T-peTyasaITopHBIX KieToK. CyIecTBYeT Aee-
Hue T-peryIsITopHBIX KJIETOK Ha eCTeCTBeHHBIC (BbIpada-
TBIBaeMbIe B TUMYCE) ¥ MHIYLIMPOoBaHHBIE. OMMcaHO He-
CKONbKO monynanuii peryasatopHbix CD8"-T-kieTox,
CITOCOOHBIX MOABJISATH MPOIN(EPATUBHYIO U IIUTOTOKCH-
YeCKyI0 aKTUBHOCTh T-KiteTok-3(pdekTopoB. Cyrpeccop-
Has akTuBHOCTh CD8*-T-KJeTOK OblIa MPOJIEMOHCTPU -
poBaHa IIPY Pa3TUYHBIX ayTOMMMYHHBIX 3a00JIeBaHUSIX
Y 3KCIIepUMEHTAJIbHBIX XNBOTHBIX 1 YetoBeKa. OcoObIi
nHTtepec npeacTasisior CD8*CD28--T-kneTkn, He 9Kc-
MIPECCUPYIOIINE OCHOBHOM KOCTUMYJIMPYIOLINIA PeIeTITOP
CD28, KoTopbIit HEOOXOIUM TSI ITOJTHOLIEHHOM aKTHBa-
Iy HauBHBIX T-1uMbonuToB. JIeHIPpUTHBIE KJIETKA —
OYeHBb BaxKHOE 3BEHO B (DOPMUPOBAHUM ICHTPAIbLHOM
" reprdepruIecKoii TOJIEpaHTHOCTH, TIPY KOTOPOIt 3aTpa-
TMBAIOTCS Pa3IMYHBIC MOJICKYIISIPHO-KIICTOYHBIE MEXaHN3-
MBI, YTO IIPUBOIUT K MHAYKIIMY HATypaIbHBIX U Tiepude-
pugecKuX T-peryIaTopHBIX KIIETOK. MexXaH3MbI, KOTOPBIE
T-perynsiTopHBIe KJIETKI UCTIOIB3YIOT IS KOHTPOJIST M-
MYHHBIX IIPOIIECCOB: KOHTAKTHBIE, TyMOpPaIbHBIC, AHTUTCH-
cneuuduyeckue, Hecneuuguueckue. B enom st mexa-
HU3MBbl HapYyLIAIOT MPE3EHTALUI0 AHTUTEHOB, BBI3BIBAIOT
a"epruio T-3((heKTOpOB WM 3aITyCKAIOT aHTUTEHCIICII-
dryecKyro MHIYKIMIO T-peryIsiTOPHBIX KIIETOK.

Llenpro nccmenoBaHus OBLTO IIPOBECTHU OLICHKY amart-
THBHOTO KJIETOYHOTO MMMYHUTeTa Y TamueHToB ¢ XJIJI
B COITOCTaBJICHNH C TAHHBIMHA KIIMHUIECKOTO U UMMYHO-
JIOTHYECKOTO MOHUTOPHWHTA B YCIIOBUSIX IIPUMEHCHMST pa3-
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JIMYHBIX PUTYCUMaOCOIePXKAIINX PEKMMOB MMMYHOXIMM-
orepanuu. O6cienoansl 60 6onpHbIX XJIJI, panee He
JICYSHHBIX WA UMEIOIINX PEe3NCTEHTHOCTD K IIPEIIIeCT-
BYIOILIMM KypcaM xumuotepanuu. Y 43 % naiueHToB Obl-
sta guarHoctupoBasa Il cragus 3aboneBanus, y 57 % —
11T u IV cragun. [TaumeHTs! ObUIN 00CIIENOBAHBI 10 Hava-
Jla ¥ TIocJie MPOBeAeHusT 6 KypCOB MHAYKLIMOHHOM Tepa-
rmu 110 cxeme R-FC (putykcuma0, (irymapadbuH, UKIO-
dochamum), B mpoliecce MOAACPXKUBAIONMICH Tepalnu
PUTYKCMMa0OM B TeUCHHE 2 JIET, a TaKKe B IIpoliecce Ipo-
BeIeHMs Teparumy 6eHIaMyCTUHOM U puTyKcuMabom. Me-
TOIOM UMMYHOMDEHOTUITMPOBAHMST OLICHUBAIN KOJTMYECTBO
KJIETOK, aKcnpeccupyonmx anturensl CD3, CD4, CDS,
CD19, CD25, CD16 u CD56, akcnpeccuio akTUBaLMOH-
HBIX ¥ KOCTUMYIUpyIommx Moyekysn CD28 na T-nmumMdo-
LIMTAX, KOJIMYECTBO T-peryasTOpHBIX KIIETOK C pa3IMIHBIM
¢eHoTHIIOM. BBHUTHM HCTIOIBE30BaHBI PE3YJIBTATHI AHAJIOTY-
Horo obcnemoBanus 20 MpaKTUIECKHU 3M0pOBbIX uil. [To-
clie MHIYKIINN PEMUCCUM KypcaMU Tepalliy 110 CXeMe
R-FC u moctmXeHusI TIOJTHOTO OTBETa OBLIIO CHIKEHO
abCOFOTHOE KOTMIEeCTBO T-TMM(OIIMTOB 3a CUET YMEHb-
meHus T-xeanepHo U UMTOTOKCUYECKON MOMyISIUuii
u KonmvyectBa NK-1umbouuToB. ¥ O0JbHBIX C peLUaAN-
BaMU/pPEe3NCTEHTHOCTRIO B TIPOIIECCE TepaIMi PUTYKCH-
MaboM 1 OeHIaMYCTMHOM HaO0aaluCh ellle 6oJiee riy-
0OKOe yTHeTeHE ITapaMeTPOB UMMYHHOM CHCTEMBI TAaKXKe
3a CUeT CHIDKeHUS T-XeNmepHoi, IMTOTOKCHIECKOM 1Mo~
myssiumii, kommaecTBa NK-KIIeTOK M BEICOKUI YPOBEHB
aktuBauun T-mumdormro (CD3*HLA-DR"). brum
HCCIIeIOBaHbI T-peryIsiTOpHBIE KJICTKH C pa3IMYHBIM (e-
HoTtumnoM y 6oibHbIX XJIJI nocne Tepanmun R-FC u mox-
IepXUBaloIIell Tepamuu puTykcuMadoom. KommaectBo
T-perynasaropabix kiaetok CD4*CD25ehCD27- He omn-
4aJI0Ch OT HOPMAJIbHBIX 3HAYCHUM TIPU JOCTYKCHUH Ja-
CTUYHOM MM TIoHOM pemuccun. KommaectBo T-xenrre-
poB 2-ro mopsinka mo Mapkepy CD294 moce nmpoBeaeHUs
MMOIePKMBAIOIIEH Teparuy pUTYKCUMAOOM OBIIIO Pe3KO
CHIDKEHO. YPOBEHB JTUMQOIIUTOB C CYIIPECCOPHOI aKTHUB-
HocThio CD8*CD28-, mokasatenn mnepudepudecKux
T-peryIsITOpHBIX KJIIETOK COXPAaHSUINCh 3HAYMTEIIBHO I10-
BBIIIICHHBIMU TIPH JAHHBIX BUAAX Tepaly Jaxe IIpu I0-
CTVDKEHUM PEMUCCHH. Y OOJBHBIX C PEIIMINBAMM/PE3UC-
TEHTHOCTBIO, TOJYYMBIIUX TEpPaIMI0 PUTYKCUMaOOM
1 OCHIAMYCTHHOM, 10 Havajia JIeUeHUST KOJInaecTBo T-pe-
I'YJIATOPHBIX KJIETOK ¢ peHoTurom CD4*CD25™ie"CD127-
OBLIO YBEIMUEHO, 3aTeM CHIDKAJIOCH IO TIOKa3aTesIeit 3M0-
POBBIX JIMI, OZHAKO COXPaHSJIOCH YBEIMYCHHOE
Komm4decTBO T-perynasaTopHbIX KileTok CD8*CD28. I1pn
JMOCTYDKEHUY PEMUCCHH BO3PACTAIO KOJIMYECTBO TTOJIOXKM -
TebHBIX 0 CD28 unToToKkcmueckux aumdounTton. He-
CMOTPSI Ha TOCTVKEHME TTOJTHOM PEMUCCHUH, Y TIAIIMEHTOB
¢ XJIJI coxpaHsIIoCh 3HAYUTEIHFHOES CHIDKEHIE aOCOITIOT-
Horo koymmyectBa T- n NK-nmumM@oumnToB Kak ¢hakTopoB
agalTUBHOTO BPOXICHHOTO MMMYyHHUTeTa. JlIuTenpHast
Teparnusi pUTYKCuMaOCcoaepKaIliMi peKUMaMU TTPUBO-
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AT K YTHeTeHUIO T-XeNmepoB 2-T0 THTIA, PEeTYIMPYIOITIX
GyHKIMIO 3POEKTOPHBIX UTOTOKCUYeCKUX T-mnmbo-
uToB 1 B-mumdonmuTtos. B crpykrype CD8*-monynsiym
T-muMbonnToB nMpeodagaloT KISTKUA ¢ CYIIPECCOPHOM
akTUBHOCTBHI0O CD8*CD28-, apnsionmecs THIYLUPOBaH-
HBIMH T-peryIsITOpHBIMU KJIeTKaMi. Bo3MoXXHO, UMEHHO
9Ta TIOIYJISILINS UTPaeT POJIb B Pa3BUTUHU TOJECPOTEHHBIX
MMMYHHBIX MEXaHU3MOB.

JoKmagumK Takke IMpencTaBUIa IpeaBapUTeIIbHBIC
MaHHBIC TT0 UOAUONATHYECKO TPOMOOIIMTOIIEHUNIECKOMN
nypiype. MMMyHoIOrnueckoe ucciefoBaHue poBeaecHO
12 mareHTaM ¢ BIIEpBbIC IMAarHOCTHPOBAHHOM MIONATH-
YeCKOM TPOMOOILIMTOIICHNYECKOM ImypIypoii. OneHUBaIn
KOJIMYECTBO KJICTOK, 3KCIIPEeCCUPYIOmUX aHTureHsl CD3,
CD4, CD8, CD19, CD25, CD16 u CD56, skcIpeccuio Ko-
ctuMyipyrommx Mosiekysn CD28 Ha T-mumdonnrax, Komm-
4eCTBO T-pery/IsITOpHBIX KJIETOK C Pa3IMYHbIM (DEHOTHIIOM.
CpaBHUBAJIN TIOKA3aTeJTN TTAIIMEHTOB C TTOKA3aTe/ISIMH TIpaK-
TUYECKH 3M0POBBIX JiIl. OCHOBHBIE CYOITOMYISIINN TUMDO-
LIMTOB HE OTVIMYAJIACH OT HOPMAaJIbHBIX 3HaYeHUA. BEIsIBIIC-
HO 3HAYMTEIbHOE CHIDKEHUE KOMM4IecTBa T-peryasaTOpHBIX
KI1eTOK ¢ peHorrriom CD4*CD25™e"CD127- y malneHToB
C UOMOMATUYECKON TPOMOOLUTOMIEHUYECKOW MypIypoid,
HO yBenmndeHHne KonmdectBa KieTok CD4* n CD8*, ko-
ctumynupylomux moJyekyiay CD28. MccegoBaHus B 3TOM
HaITpaBJICHUH TIPOIOIKAIOTCS.

N.C. ®aneeBoii nipencrtabieH noknafn «[IpuHIUIBI
Pa3BUTHUSI OPMEHTUPOBAHHBIX (use-inspired) omomemnn-
IIMTHCKUX MCCIIEIOBAHMIT U pa3pabOTOK IS PEIICHHUSI KITIO-
YeBBIX MMPOOJIEM reMaToIoTu». B oTeyecTBeHHOM COBpe-
MEHHOM OMOMEIMIIMHCKON HayKe CYIIECTBYET IOJHOE
3aMMCTBOBaHME Pa3pabOTOK 10 AMATHOCTUKE W TIEPCOHA-
Jm3anuu Tepanui. HaOmogaeTcst TOTaTbHOE OTCYTCTBUE
COOCTBEHHBIX TEXHOJIOTHIA, B CBSI3U C YEM B MEXKIyHAPOI-
HOM HayJHOM IIpocTpaHcTBe Poccus ocraBmia oTpuliia-
TeTbHBIN HayIHbIH ciaen. [1pu 3ToM nMeeT MecTo pa3mpoo-
JICHHOCTb TUTIePCIIeINAIN3NPOBAHHBIX 00JIaCcTel HAyKH,
He CYIIECTBYeT eAMHOr0 MHMOPMAIIMOHHOTO Tojst. Kim-
HUIIKACTHI, OMOJIOTH, XUMUKH HEe B3aMMOIEHCTBYIOT MEXIY
coboii. Het ncxomHo o011eit nesiTeIbHOCTU, POpadoTaH-
HBIX IIPOEKTOB, CUCTEM KOMMYHHUKAIIH, 00pa30BaTeIbHbBIX
mporpaMM. HeT siCHBIX 3ama4 KIMHUYECKOW IPAKTUKHU
W peaJIbHBIX MPEIIOXEHUI OT aKaIeMUIeCKHUX pa3padoT-
qpKOB. OTCYTCTBYeT IIOHMMaHMe OM3HECOM 3aHMMAaeMOI
HUIA (Topasmo IPoIle IepernpoaaBaTh, YeM CO30aBaTh
YTO-JT00 COOCTBEHHOE).

JoxiramunK TpeacTaBmia MCTOPUIECKYIO CIIPABKY
pPa3BUTHS OTEYECTBEHHON HAayKHW. B mOpeBOMIOLIMOHHOMN
Poccum cymectBoBaio 11 yHUBEpCUTETOB, B KOTOPBIX pa3-
PabOTKM BEIUCh MYJIBTUANCIUILUIMHAPHO. B coBeTcKmit
IIepHO B CBSI3U ¢ HEOOXOMMMOCTBIO OBICTPOI ITONTOTOBKHI
0OJIBIIIOTO KOJIMYECTBA CIIEIMAIICTOB YHUBEPCUTETHI ObI-
JIM pa3iesieHbl Ha MHOXKECTBO OpraHM3aIlnii, M TIepBOHA-
YaJbHO 3TO Aayio oxugaeMbiii 3¢ dekTt. C 1986 1. poccnii-
CKasl HayKa cTaJla «yMupaTh». Ha cerogHsiHuii 1eHb Mbl
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3aHUMAaeM TOJBKO 2 JMHAMPYIOIIMX MeCTa B MUpPE —
Mo OECCMBICIIEHHOCTU OIOJKETHBIX BJIOXKEHUI B HayKy
U OTTOKY MCCJIeNOBaTENEN U3 HAYKU.

B Hacrosiee BpeMs B MUpPE CYIIECTBYET TCHICHIIHS
MIPOBEICHUS HE TOJBKO OTAETBbHBIX MCCACHOBAHUMIA: IS
BBITTOJTHEHMST TUITOBBIX MCCJICIOBAHUI OO BETMHSIOTCS TO-
pona u ctpaHbl. [1peBocxonsime TOUKA pOCcTa — OOBEIH-
HEHMS HECKOJIBKUX CTPaH.

OmHako ceffyac CUTyalmsI CJIOXKHEE, YeM MPeACTaBIISI-
ercs. YTo Takoe MccemnoBaTeIbcKasl IesITeTbHOCTh? DTO
MIPOIIECC, PE3YIBTATOM KOTOPOTO SIBJISTIOTCST (DAKTBI M TEX-
Hosorny. Ha Hero maBsIT BEI30OBBI, ¥ HEJIB3ST OBITH 3aCTPAX0-
BaHHBIMU OT CJICAYIOLLMX MaHAEMUIA, BCETA ECTb «4EPHbIE
JIebenn», onpenesicHHas TTOBeCTKa. [103ToMy TTPUBBIYHBIINA
MPOLECC, KOTOPbIA KOHBEPTUPYET YTO-TO HEM3BECTHOE
B BO3MOXHO I'OTOBOE K [NOTEHLIMAJIbHOMY MCII0JIb30BAHMIO,
YK€ YTPaTWI CBOIO aKTyaJlbHOCTh. MccitemoBaTerbeKast fie-
SITEJTEHOCTH 0€3rPaHIIHO YCIIOXKHSIETCS.

MEI XXMBeM B KOHTEKCTE YETBEPTOM ITapaarTIMbl, KOT-
JIa JAaHHBIX OTPOMHOE KOJIMYECTBO M OHM IIPUOOPETAIOT
Bce 0O0JIblLIYI0 HEHHOCTh. JlaHHbIE camMu 1o cebe Oe3rpa-
HUYHO BaXXHEI. M cciaemoBaTen IyOIMKYIOT ITOJIOKUTEIb-
HBIE PE3YJIBTaThl, HO HE ITyOJIMKYIOT OTPHUIIATEIbHBIC, 9TO
SIBJISIETCS TIyOOKOI1 oIOKoii. B mTore mccaemoBaTey BO
BCEM MUpe IOBTOPSIOT OOHU U Te XK€ SKCIICPUMEHTHI
B OOJIBIIIOM KOJIMYECTBe. [OHKA 3a TTOJIOXUTETBEHBIMU pe-
3yJIbTaTaMU JieJIaeT HEBOCIIPOU3BOAMMBIM OTPOMHOE MX
KOJIMIECTBO.

YerBepTasg mapaaMrma IMOCTYJIMPYET, YTO JaHHbIE
MIPEACTABIITIOT OO0 Oe3rpaHUYHYIO IIEHHOCTh 1 YeJIOBe-
YeCTBO UX 00pabOTaTh HE MOXET, BCE JIEJI0 32 MCKYCCTBEH-
HBIM MHTeJIeKToM. Hallma ¢ Bamu 3amadya 5Tu JaHHBIC
B CHCTEMY MCKYCCTBEHHOTO MHTEJIEKTA IIOCTABIISATh.

Cyl1iecTByeT TaKKe TTOHSTHE 3aKOHA YCKOPSIOIIEHCS
otmaun. XXI B. coorBeTcTBYeT 20 THIC. IIPOIIEAIIINM rogaM
TeXHOJOTMYECKOTO pa3BUTHSA. MBI XMBEM B TOM MUpE,
KOTJa He MOXXEeM JOTHATh CBO€ COOCTBEHHOE TEXHOJIOTH-
yeckoe pa3puTue. JItoau Kak eHHas eIuHIIIAa 00padaThI-
Balolell ”HGOOPMAIIUN TOJKHBI 00BbETUHSATHCS ¢ UCKYC-
CTBEHHBIM MHTEJUICKTOM M BCEMHU TEXHOJIOTUSIMU B MUPE.
ITpu aToM MOCTe 3amycKa MHGOPMAIIIIO HEe OCTAHOBUTD.
MBEI XX1BeM B HECOCTAaHOBHMOM IIpOIIeCcCe.

TakmMm 00pa3oM, McclieaoBaTeIbCKas eI TEIbHOCTD
B KpaitHeil CTeIeH! YCIOXKHSICTCS 1 HEOOXOIMMO TOTaIb-
HO TIepecMaTpuBaTh, KaK OHA JOJLKHA OBITH YCTPOCHA.
OOBIYHBI IIpolIecC, KOHBEPTUPYIONINI HEM3BECTHOCTD/
HEOIIpeeJICHHOCTh B HEUTO OCsI3aeMoe/ONpeacIcHHOe
1 BO3MOXXHOE K OCO3HAaHHOMY HCIIOJIB30BaHUIO, Ceiyac
yXe He paboTaeT, HeOOXOIMMO MHOXKECTBO TTapalJICIBHBIX
mpoieccoB. OCOOEHHO 3TO aKTyaJIbHO, KOTIa ISl pelire-
HUSI OMHOI 3ama9n TpeOyeTCsT O0beIMHEHNE YCUTUM THICSTY
mopaeii. Hayka B HacTosiliee BpeMsl J10KHA ObITb COLIM-
aJIbHO Y 3KOHOMUYECKU 3P (PEKTUBHOM.

OOBIYHO HayKy pa3meiIsIioT Ha (PyHIaMEHTAJIBHYIO
¥ IIPUKJIATHYIO, YTO TIPUBEJIO K HEIIPEOIOJIMMOI IIpoITa-
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CTU MEXIy «OalllHSIMU U3 CJIOHOBOM KocTu». Takoe pas-
JIeJICHNE YTOITMYHO, 3TO CHIDKAET pe3yIbTaTUBHOCTD Ha-
VIHOU HeATeTbHOCTH. ECcTecTBeHHO, HayKa SIBJISCTCS
equHON M Hemeaumoii. CoBpeMeHHasT yIpaBlieHYecKast
MMPaKTHUKA BBIACIISIET 3 HAIIpaBJICHUs UCCIIeI0BaTEIbCKOM
IesSITeIbHOCTU: KBampaHT bopa ((pyHmaMeHTaIbHBIE HC-
CJIeIOBaHMS), KBaIpaHT DOUCcOoHa (IIPUKIaIHBIC), KBaI-
panrt IlacTtepa (110b30BaTEIb-OPUEHTUPOBAHHEIE).

KBampant bopa — 3T0 Hayka pagy HayKu, KOTJIa Ha-
KOIUICHWE 3HAHWI CO BpeMEeHEM COOMpaeTcs B KaKOil-ToO
PE3YIIBTAaT.

Ksagpanr Ilactepa siBiasieTcst o0ObeauHSIIONIEH 00J1a-
CTBIO0 (DOPMHPOBAHMSI HOBBIX BO3MOXHOCTel. Ecim pabo-
TaTh B 3TOM 00JIACTH, TO B (PYyHIAMEHTAIIBHOM 00JaCTH
(obyracTy TTOMCKa) MOXHO HalTHU HETOCTAIoIIne JacTH,
a TIpUKJIagHAs 00JIACTh SIBIISIETCS 00JIACTHIO OBEIIECTBIIC-
HHS, TOTIA B 3TOM I10Jie MBI ennHEBI. Ceifuac B MUPOBOM
HayIHOM COOOIIEeCTBE aKTMBHO Pa3BUBAIOT PaOOTHI U3
kBanpaHTa [lactepa. [IpoBozasiTcst TpaHCHOpMAITMOHHEBIE
HCCIICAOBAHMUS, CO3IAIOTCS AJIbSIHCHI, OTPOMHBIC HAyIHBIE
mporpaMmbl. [Iponecc HaydHOM AEATEIFHOCTHA TOJKEH
OBITH HAITPABIISIEMBIM, OH HE TOJDKEH OTIABAThCS HA OTKYIT
VYECHBIM U HE JOJDKEH OBITh YIIPaBISIeMbIM TUPEKTHUBHO,
HAIIO BCETO JIMIITb CO3IaTh TOUYKY MHTepeca. CaMmbie TIpo-
PBIBHBIC pa3pabOTKH, TEXHOJIOTUY, MTHHOBAIIMHY OBLIN CO-
3IaHbI B JIA0OPATOPUSIX TPAaHCHAIIMOHAIBHBIX KOpPIIOpa-
LI, KOTOpPEIC HaBajiu OOJIbIIE pe3ysbraTa, 4YeM BCe
Hay4dHOe coo0IIecTBO. Bee Xopoiiee, 9To MBI IMeeM celi-
yac, ObIO co3gaHO paboToii M3 KBaapaHTa IlacTtepa.
OObIYHAs TMHETHAsT MO b MHHOBALIM yXXe He padoTa-
€T, HeOOXOIMMO CO3[aBaTh OINPEICICHHYIO YKOCHCTEMY,
rae Joau OyayT paboTaTh BMECTE, YTOOKI IOJIy4aTh HE00-
XOIOUMBIE Pe3yiIbTaThl. TpaHCHAIIMOHAIBHBIC KOPIIOPAITNT
ceiigac CBEpHYJIM 3Ty HaydHYIO paboTy, TaK KaK oKa3a-
JIOCh, YTO BMECTO CO3IaHMUsI COOCTBEHHBIX TEXHOJOTHUIA
JIEIIIeBIIe TTOKYIIaTh TOTOBEIE.

B HacrostImiee BpeMsT 0CTaIoCh TOJIBKO OMHO 00OPOH-
Hoe areHTCTBO DARPA (Defense Advanced Research
Project Agency). Ceituac 3To camast 3(peKTBHAsT Hayd-
Has CTpyKTypa B Mupe. biraromapst 3ToMy areHTCTBY ObLIa
coznana ruatopma BakimH Ha ocHoBe PHK (Moderna/
Pfizer). Cmbicn DARPA cocTouT B co3maHny 04eHb cOa-
JIAHCUPOBAaHHOTO C(pOKYCHPOBAHHOTO HETBOPKMHTA, KOT-
J1a He0OXOIMMO OpaThCs 3a YTO-TO OOJIbLIIEE, YTO BOZMOXK-
HO IIpM 00beAMHEHNHN YCuInii. Takske Bcerna ecTh KTO-TO,
KTO OepeT Ha ce0s1 OONBIIMI PUCK, B pe3yJbTaTe 4ero
y IPYTHX «Pa3BsI3bIBAIOTCS PYyKW» I OHU CTAHOBSTCS OoJee
cMesbiMH. OOBIMHEIN HAayYHBIN MPOIIECC — 3TO XaOTUYHEIE
HCCIIeOBATEIbCKIE IBIDKCHNS, KOTIA OTACIBHBIN MCCITe-
JIOBaTeJIb JAeIaeT CBOIO 3a1adyy M XKIET, YTO KTO-TO OyIeT
BBITIOJIHSTh APYIyIO 0€3 eOIMHOTO0 BEKTOpa IBIXKCHUSI.
DARPA penaet abcontoTHO MPOTHUBOIIOI0XHOE: 6epeTcs
HEOOXOMMMBII pe3yJIbTaT, pa3BopauynBacTCs Ha OOJIBIIIOE
KOJIMYECTBO YacTeil, KOTOPhIE pacKJIaAbIBAIOTCS Ha CO-
CTaBJISTIONINE M Pa3daloTCs JIIOASIM B MEpYy UX KOMITETCH-
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LMY, 9TOOBI OHY OTBEYAIHN 3a MAJICHBKIE YaCTH OOJIBIIIO-
ro TmpoekTa. JJaHHBIN Ipollecc HAa3bIBACTCS «IIPUHITHAIT
KOHEYHOM UTPHI».

B rpaxnaHckoil Hayke co3naloT NoAOOHbIE OpraHU3a-
v, Haripumep DNCT (Distributed Network of Cooperating
Teams) — cucTema pacrpeneeHHBIX COTPYTHNIAFOIINX KO-
MaHII, Ha OCHOBE aHaJIn3a pabOTH KOTOPOil chopMHpOBaH
amestHc HIBAR (Highly Integrative Basic And Responsive
Research), mogrmmcasimii B 2018 1. cormamenue ¢ National
Institute of Health. HanpaBnenune pa6orst HIBAR anao-
rmyHo DARPA — uccnenoBaHus, KOTOpble cpa3y yYUTHIBAIOT
BCE HEOOXOOMMBIC YCIOBHS, ITOJOXUTEIbHBIC KPUTEPUU
M CITOCOOBI peaM3alii KPYITHBIX IPOPBIBHBIX ITPOSKTOB.
B mupe ceiiuac cospmaercss MHOro momoOHbIx DARPA
areHTCTB HeOOJIBITIOro (popmara. B rocymapcTBeHHOIM TOH-
THKE BeAYIIMX CTPaH MUPA 3TO yKe 3aKJIaNbIBAeTCs B (DOHIBI
(pmHAHCHPOBAaHMSI, TIPA 3TOM OOJIBIIIAs YaCTh OIOIKETa BbI-
JIeIIeTCS Ha TPAHCIISILIMOHHBIC MCCIICIOBAHMS.

[MpuHSATH MEpHI HAYIHOTO MEHEIKMEHTA 1 YITydIIle-
HHUS pa3padboToK. MUHUCTEPCTBY HAYKW M 00pa30OBaHMUS
MIPEUTOKEHO CO3MaHNe PEKYPCUBHOM CaMOYIIpaBIIsIeMOit
3KocHuCTeMHBI i coobiecTsa (1o Ty HIBAR, DNCT,
ISRN (Improvement Science Research Network)). Bto
HEOOXOIMMO TS BBISIBJICHUS TPYIHOCTEH, IIEpBOOYEPE-
HBIX U JOJITOCPOYHBIX IIOTPEOHOCTEH B 00IACTH TeMaTo-
JIOTWH, CETH MCCIIeI0BATETbCKIX KOMITETEHITUI 1 3a11€JI0B
aKaIeMIYECKOTO HayIHOTO COODIIECTBA, a TAKKE 3aIIPOCOB
MW MOIIHOCTEH peaJbHOro OM3Heca IJId TpaHC(hOopMaLU
MTOJIYYCHHBIX CBEACHU B KOHKPETHBIE TTPOSKTHI 10 TIPUH-
LINITY «KOHEYHOM UTPHI», YTOOBI MCCIICIOBATEIN IeCTBH-
TEJIbHO JIeJIajii YTO-HUOYIb Ka4YeCTBEHHO, a HEe TOJIBKO
TPaHCIMPOBAIN 3apyOeKHBIC pa3paboTKu. TpaHCIAIINS
B Poccum 3apy0eXHBIX TTPOPBIBHBIX UCCIICIOBAHUI TIPO-
UCXOOUT ¢ onto3aaHreM B 25—30 jer.

DTOT MPOEKT TOCTATOTHO XOPOIIO IIpopaboTaH, I0-
ayyun 1-e MecTto B KOHKYypce. /s Hauana HeoOXoauMo
CO3IaHNe acCOIMAIIMU TeMAaToJI0TOB, UTO OYIeT CIIoco0-
CTBOBaTh Pa3BUTHIO OJaromapsi HETBOPKUHTY B mIpodec-
CUOHaJIbHOM coobuecTBe. [lepBoe, 4TO HEOOXOIUMO
M Yero He XBaTaeT KJIMHMIIMCTAM, — 3TO cOOp MaHHBIX
W aHAJIN3 KOHTEKCTOB B KITMHNYECKOM OHKOTEMAaTOJIOTHH.
Bropoe — c60p JaHHBIX 11 aHAJIN3 KOHTEKCTOB B peaIbHOM
OM3Hece U aKaIeMUIeCKOM HaydYHOM cpelie, KOTopas MO-
KeT He BUACTh KOHEUHYIO 3amady. JlookeH OBITh TOT, KTO
10 «ITPUHLIMITY KOHEYHOI UTPBI» Pa3facT 3aJauyn, HO JIJIst
3TOTO HYKHO ITOHUMaHUe ToTpedHocTei. HakoHer, HyX-
Ha npopaboTKa ppeiiMBOpKa, T. €. HEKOI MPOIpUeTapHOi
CHCTEMBI, Tl KaXIbIii MOXET BKIIIOUMTHCS W IlepeaaThb
HEeoOXOIMMEBIE TaHHBIS, 3aITPOCH, TPYAHOCTH U T. 1.

E.N. XKeanoBa npeacraBuiia noknan «Tepanvst MHO-
JKEeCTBEHHOI MUEJIOMBI TIOCIIe TpaHCIUIaHTalum». B Poc-
CHM CYIIECTBYET TeHACHLIMS pocTa 3aboieBacMoct MM
1 CMEPTHOCTH OT Hee. Bo3MOXHO, yBeTMUeHNe ToKa3aTe-
JIeii 3a00JIeBacMOCTH CBSI3aHO C YIIy4IIeHUEM TUAarHOCTH -
ku " sedenud. [Toutu 50 % maumentoB ¢ MM tmocie
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MMOCTAHOBKHU IMArHo3a KUBYT OoJjiee 5 JeT, HEKOTOPhIe —
10 m 15 mer.

IIpoucxogut OypHOe pa3BUTHE B 00IaCTU pa3pabOTKU
npemnaparoB s JedyeHuss MM. BeigeneHsl pa3Hble epu-
O/Ibl, KOTOpBIE TTO3BOJIMIIA TTO-IPYrOMY CMOTPETh Ha 3Ty
6o0se3Hb. KoHeuHO, 3TO TTOsIBJIEH e THTMOMTOPOB ITPOTea-
coM 1 uMmyHoMonyJiITopoB. C 2015 . pedb UIAET O MOsIBIIe-
Hun «R-CHOP» it MM, korna BBOASAT MOHOKJIOHAILHOE
aHTUTEJIO, a TTOTOM TIpoBoAAT xumuotepanuio. C 2023 .
B pekomeHmatmsix NCCN (National Comprehensive Cancer
Network) st 00TbHBIX — KAHAWAATOB HA TPAHCTUIAHTALIAIO
B KauecTBe 1-i1 TMHMM Tepany peKoMeHmoBaH Kypc Dara-
KRd (maparymyma6, kappui3oMuo, JIeHATUIOMU, OeK-
cameTta3oH). OmHAKO, HECMOTPS Ha pa3pabOTKy HOBBIX
MpernaparoB, Ha poTskeHH 40 JieT o0cyXXmaeTcst TpaHC-
IUTaHTaIns KoctHoro Mo3ra (TKM).

IlepBoIit Borpoc, Ha KOTOPKI OTBeYaeT Bpayd, SIBJIS-
ercst Iu 6obHONM MM KaHauaaTOM Ha TPaHCIUIAHTALIMIO
WM HeT. Tepamnus HE CUJIBHO peayliMpoBaiach; cCHayaia
WJIET 3Tan UHAYKIWN, 3aTeM KOHCOJTUIALINSI, COOp KITETOK,
TpaHCIJIAaHTALIMSA Y ITMTeTbHAS oiepkKa. B HacTosmee
BpeMsI MOHOKJIOHAJIbHbIE aHTUTEJIa U UMMYHOMOYJISITO-
PBI UCITOJIB3YIOT B 1-1f TMHUYM Tepanmuu U TpeajiaraloT ux
HCITOJIB30BaTh Ha OoJiee paHHUX Tanax. OgHaKo IpuMe-
HEHME 3TUX MPETIapaToOB CBI3aHO C OINpeAeIe HHBIMU TIPO-
OnemMamu.

OpnHa 13 mpobJieM — CHIDKeHHe KayecTBa coopa CTBO-
JIOBBIX KJIETOK Ha TPAHCIUIAHTALIWIO, TTOCKOJBKY MMMYHO-
MOJIYJIITOPHI BBI3BIBAIOT HEKMIT CKIIEPO3 CTPOMBI U MU-
KpookpyxeHusi. YToObl coOpaTh CTBOJOBbIE KJIETKMH,
MpPUMEHSETCd TaKol Ipenapar, Kak riepukcadop, cToun-
MOCTb KOTOPOTO BhICOKA. M3-3a BLICOKOI CTOMMOCTH MO-
HOKJIOHAJILHBIX aHTUTEN U Tiepukcadopa CTOMMOCTD
Tepanuu nepBUYHO MM CcTaHOBUTCS O4YeHb BBICOKOIA,
B CBSI3U C YEM €€ He MOTYT ce0e TTO3BOJIUTD OOIBIIMHCTBO
KJIIMHUK, HE TOJIBKO POCCUMCKMX, HO M B 3apyOeXXHBIX
CTpaHax ¢ BLICOKMM YPOBHEM JIOXOJIOB.

E1ue onHa ripobiema — pe3aucTeHTHOCTb. Bo3MoxkHO, pe-
3UCTEHTHOCTD BBI3BIBAET OOJice paHHee MCITONb30BaHUE MO-
HOKJIOHAJTBHBIX aHTUTENN. KpoMe Toro, KimoueBbIM 00pa3oM
Ha pe3UCTEHTHOCTb BIAMSET MOIAECPKUBAIONIAS Teparusl.
B pexoMeHmanusx mpoImrcaHo, YTo MoAIepsKIBaIoIIas Tepa-
MHSI TIPUMEHSIETC 10 porpeccupoBanyis. Ecimi y manmeHToB,
MOTyYaloLINX JJeHATMIOMU 4,5—5 JieT, He HabomaeTcs po-
TPECCUPOBaHUS, TIpernapaT He OTMEHSIIOT U3-3a PUCKa Pa3By-
NS peryarBa. MM — «beckoHeuHast» 00J1e3Hb, TPAHCTUIaH-
Taust — 1-ii 3Tarn, KOTOPbIi MOKa3aH TOMbKO B 1-i TMHUN
Tepanuu, Mocjae Hee MalMeHT MOXET MPOXKUThL Oosee 5 JieT
C TIOCTOSTHHOM Tepanuend peLyanBa.

Bobltoe KomnuecTBO MpernapaToB 00YCIOBIEHO TEM,
yto MM — oueHb reTeporeHHoe, KiIoHajabHOe 3a00JieBa-
HHe, W Mperapart, KOTOPhIii ObLT MCIIOIL30BaH, Aajiee He
JICUCTBYET.

Llenbio gokiana He ObUIO YOSOUTh B HEOOXOAUMOCTH
MPOBeNEeHV TpaHCIJIAaHTALWA B 1-11 TuHUM Tepanuu. s
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BBDKMBAECMOCTH TTAIIMEHTA BaXKHO, KOTIA IIPOMU30MIET pe-
IUOWB TIOCIe TpaHCIUTAaHTAalluu. I1porHo3 mpu paHHUX
peunIuBax ropasmo 0ojiee HEeOIArONPUSITHRIN, YeM TP
peLMINBe TIOCIIE TTOIIEePKUBAIOIIEH TepaITiH.

B pexomeHpauusx, B oM ynuciae Munsapasa Poccun
(ommyommukoBaHe! B 2020 1., ceifdac TOTOBSITCS HOBEIE), CKa-
3aHO, KaK JIeYUTh pemuanBel. OTINYNE POCCUMCKUX pe-
KOMEHOAITUI OT MEKIyHAPOIHBIX 3aKJTF09AETCSI B TOM, UTO
B HUX IO CHX IIOP COACPXKATCS CTapble CXeMBbI TEPaITHH.
B moBcenHeBHOI TIpaKTHUKE HE BCETrIa TOCTYITHBI HOBEIC
Ipenaparsl, XOTS 1S YIIyJIIeHUs BBLKUBAEMOCTH JIyUlIie
HCIIOIb30BaTh MMEHHO nX. Kpome Toro, HeT cCOMHEeHMIt
B TOM, uTO 3 Tipenapara jydiie, yeM 2. C 2015 ., xoraa
OBUIM OTKPBITHI MOHOKJIOHAJIBHBIE aHTUTEIA, MCIIOIb30-
BaHUE 3 IIperrapaToB IPeBaJUpPYeT BHE 3aBUCUMOCTH
OT TOTO, TIOJIyYaeT JIM OOJIBHOM Tepanuio 1-i TUHUN WIN
I10 TIOBOAY 1-TO WIIM TOC/IEAYIONIEeTO peuanBa. B ciaemy-
fo1eit cxeMe OyaeT yxke 4 Tiperapara, IToCKOJIbKY MUEI0-
MY HEOOXOAMMO JIEUUThb MperapaTaMu ¢ pa3HbIMU MeXa-
Hu3MaMMu neictBus. HenpsiMoe cpaBHeHUE MOKa3bIBAET
MMPUOIU3UTEIBFHO paBHYIO 3¢ GEKTUBHOCTD Pa3INIHBIX
CXeM TPOMHOM KOMOMHUPOBAHHON Tepanuu.

Het comHeHMs, 9TO TIpM pa3BUTUM PEIIAANBA CICAYeT
Ha3HaYaTh MOHOKJIOHAJIbHBIC aHTUTeNA. B rccmenoBanmu
POLLUX MOHOKJIOHAJIbHOE aHTUTEJIO JapaTyMmyMab Imo-
Ka3ajio MPeuMyIlIeCcTBO, OCOOEHHO B T€palnuu paHHETO
peuarBa MM, B IToKa3aTeIsIX BBLKMBAEMOCTH B TPYITIIaxX
PaHHErO W MO3THETO peluanBOB. M3BeCcTHO, YTO cxema
Dara-Rd (mapatymyma0, JeHaIuOIOMUI, JeKCaMeTa30H)
3¢ deKTUBHA, OMHAKO YTO AEJIaTh, €CJIU MALMEeHT ITOTyJal
JICHATMAOMMU] Ha dTaraxX WHIYKIWHU, TTOIIepKIBAIOIICH
Teparmu, TIpYA PeuaNBe U UMEeT Pe3NCTEHTHOCTH K Oa-
30BOMY Tiperaparty? Pe3yasraTel BceX MCCIeIOBaHMIT MO-
HOKJIOHAJIBHBIX aHTUTEJI 1 THTHOUTOPOB MPOTEACOM TI0-
Kazanu, 4to 10 20 % GOJbHBIX UMEIOT PE3UCTEHTHOCTh
K JICHAIMIOMHULIY. ¥ TaKMX MAIlMeHTOB XyXe ITOKa3aTeIn
BBDKMBAEMOCTH U OTBET Ha Tepanuio. EcTh 2 BapmaHTa Kyp-
COB Tepallii, B KOTOPHIE He BKITFOUEH JieHATMIoMuI. YacTs
W3 HUX HE 3apernCTPUpOBaHA IS JICUCHUS B 1-1 TUHNMT
pelManBa ITocIe TPaHCIDIAaHTAIINI, OTHAKO TH CXeMBI Ha-
3HAYAIOT, €CJIM HET COMHEHMSI, YTO OHU ITO3BOJISIT TOONTh-
¢S cTabman3anuy 3a00JIeBaHUS U TIPOIOKUTEIBHOCTD
JKM3HU NalyeHTa oyaet oosee S JeT.

OmHo U3 NCCIeI0BaHNI TAKOM TepaITtiy ¢ HOBBIM MH-
rubutopoM mporeacoM Kappuimzommudbom — CANDOR.
Ero pesyibrathl nokasanu, uro 6osnee 50 % mainueHTOB
IOCTUTAIOT OTBETA M CTAOMIM3aIMK 3a00JIeBaHUS 1 TIPO-
xuBaroT bonee 2 neT. B uccnenopanuu IKEMA 1o nsyde-
HHUIO MOHOKJIOHAJTBHOTO aHTHTEIa M3aTyKCUMab B KOMOM-
Haumu ¢ Kapduimzommbom u nekcamerazoHoMm (Isa-Kd)
MIPOIEMOHCTPUPOBAHBI AaHAJIOTUYHBIC PE3YJIBTATHI: 3(h-
(eKTUBHOCTD Ha3HAYECHUSI TPUILIETa C MOHOKJIOHAIBHBIM
aHTUTEJIOM TIpU PeUUINBE MOCie TpaHCIIaHTauuu. [pu
9TOM BCe 3 MOHOKJIOHAJIBHBIX aHTUTeNa 3(hGEeKTUBHEI
W 3apeTUCTPUPOBAHBI TSI IIPUMEHEHUS C TTOMaJTUIOMMU-
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oM u nekcametasoHoM. B nccregoBannsgax ELOQUENT-3
(Elo-Pd (amoty3ymab, moMaaugoMuI, IeKCaMeTa30H)),
APOLLO (Dara-Pd (maparymymMa0, moMaaIuaoMuI, JeK-
camerasoH)), ICARIA (Isa-Pd (n3arykcnuma0, roMammimoo-
MU, JeKCaMeTa30H)) MPOAEeMOHCTPUPOBAHBI XOPOIIIE
PE3YJIBTaThI JICUCHUSI, TaXKe Y MAIlMeHTOB C PE3UCTEHTHO-
CTBIO TTOC]Ie HECKOIBKUX JIMHUI Teparu.

B 2021 &. mexxmyHapomHasi rpyrma IMWG (International
Myeloma Work Group) BEIITyCTHIa PEKOMEHIAIIAM T10 JIe-
YEHUIO TIPY Pa3BUTHH PE3UCTEHTHOCTH K MOHOKJIOHAJIBHO-
My aHTHUTelly mapatymyma0y. CeromHs B apceHasie Bpada
nMeroTes 3 (GEKTUBHBIC TIPETTapaThl IS JIeUeHYS TallieH-
TOB JaXke mocie pernuanBa MM u Ipu pa3BUTHU PE3U-
CTeHTHOCTH. Tepammio HY:KHO IPOBOAUTH KaK MOXHO
paHBIIIe U C UCITOIH30BaHMEM 3 TIPEIIapaToB.

Kondepenmmst npomoskmack jekuueir O.A. Pykasu-
mpmHa «MctraHas nommiuremus. CoBpeMeHHBIE TCHICH-
LMY JVArHOCTUKU U Tepanumn». MuemonponudepariBHbIE
3200J1eBaHIST TPATULIMOHHO MONPA3ICIISTIOT Ha XPOHIIECKII
Muenoneiiko3 n apyrue (Ph-werarusabie). W. Dameshek
pas3IearI MUASJIONIpoIdepaTUBHBIC 3a00JIeBaHIS Ha 3 HO-
30s10rdecKue (DOPMEBL: TIepBUIHBIN Mue10¢ropo3 (ITMD),
nctrHHYO TommmureMuto (MIT) u scceHmanbHy0 TpoM-
oonmTeMuIo. DTH 3a00JIeBaHSI CXOMHBI ITAaTOTCHETUYECKH,
M JIeKapCTBa U UX JICUCHMST OMUHAKOBHI, TIO3TOMY IIpa-
BWJIBHO paccMaTpWBaTh 3Ty I'PYIITY B COBOKYIHOCTH,
B oTIM4Ke OT Ph-TT03MTMBHOTO XpOHMYECKOTO MHUEJTONICI-
ko3a. Ha pyb6exe XX—XXI BB. MpOI0JKUTEIBHOCTD X13-
HU TTAIIMEHTOB C XPOHUYECKIM MUEJIOIEKO30M COCTaB-
qsita 3,5 ropa. Ceitgac IpOIOKUTEIBHOCTD XKU3HU 3THX
MMAIlIEHTOB aHAJIOTUYHA TaKOBOW B OOIICH ITOMYJISIINN
Oaromapsi pa3pabOTKe TapreTHOTO Iperapara.

Kiaccnueckue Ph-HeratuBHBIE MUeonponudepa-
TUBHBIE 3a001eBaHus nipeactaBieHbl [IM®, UTT u acceH-
uanbHoi TpomoboumuTemueit. [1pu UII yacto GbiBaeT My-
Taums reHa JAK2, a takke npyrvie Mmyrauu. OHU IIPUBOISIT
K TMIIEPIUIa3UK KPOBETBOPEHMSI, KOTOpast HOCUT I1aTOJI0-
TMYECKUI XapaKTep U sIBJsieTcst anoManbHOM. MIT — penkoe
3aboneBanue. [lepBuuHasa 3a00JIeBa€MOCTh COCTABIISICT
0,4—2,8 ciryuas Ha 100 ThIC. HaceJIeHUsI, pacIIpOCTpaHeH-
HocTh — 4—30 cayyaeB Ha 100 TeIc. HaceneHus. C Bo3pa-
CTOM 3a00J1eBaMOCTh paCTeT, CPSTHUIA BO3PACT IIPH ITOCTa-
HoBke nauarHo3a UIT cocrasisier okosto 60 jieT. My>KYnHBI
32001eBalIOT HECKOJIBKO Yallle, YeM XKEeHITMHBL. MennaHa
BeDKMBaeMoct — 14,1 ropa. IMTpusnaku UIT xoporio ns-
BECTHBI — 3PUTPOLIMTO3, JIEUKOINUTO3 U TPOMOOIIUTO3.
Cumnromsl MTT MHOTrOOOpa3HEBI: OJHUMHU M3 HauboJiee
YACTBIX 1 BRIPAXKCHHBIX SIBJITFOTCSI KOXKHBIH 3YII, BO3HUKA-
IOIINIA TTOCJIe KOHTAKTa C TEIUIOM BOAOM M 3HAYUTEIHLHO
HapyIIaIoIINii KAYeCTBO XXKU3HU, Y TeTIaTOCITICHOMETAJTHST.
XapakTepHo, 4TO 3a00JIeBaHIE 9aCTO IIPOTEKACT MEIUICH-
HO ¥ JaXke 0€CCUMIITOMHO, ITOTOM TTOSIBIISIIOTCSI CUMIITO-
MBI, TIpEXKIe BCETO CIa00CTh U KOXHBIN 3yd. [lammeHTs
OTMEYAIOT, YTO 3a00JIeBaHNE BIMSICT Ha pa3HBIC aCIICKTHI
WX XW3HHU, CyLIECTBEHHO yXyAIIas ee KauecTBO. KoXHBIN
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3y TIPUCYTCTBYET Y OOJBIMTMHCTBA MALIMEHTOB M KpaifHe
CII0XXHO Kyrpyetcs. [lomHOKpoBue, WK IUIeTopa, — TH-
IMMYHBIN TIpU3HaK 3a00JIeBaHMsI, MOXET OBITh IIJICTOpa
KHCTEH PyK, KOTOpBIEe 3HAYMTEIBPHO OTIMIAIOTCS OT KH-
cTei 3MOpOBBIX Joneil. HabmomaeTcss apuTpomeIanTust
— BPEMEHHO€E MOKpaCcHEHME MTOAOIIB CTOI U JIAAOHEN PyK
B COYETAHUU ¢ 00JIEBBIM CHHIPOMOM. IMeoT MecTo o01IIre
CHCTEMHBIC CUMITTOMBI, TAaKHE KaK CIa00CTh, TTOTJIUBOCTb,
JIMXOpajnKa, MoTepsl Beca, YTO CBI3aHO C aKTHMBHU3aIMEH
IUTOKMHOB. OTMEYArOTCS HApYIICHUS 3pSHUSI, paCCTPOI-
cTBa BHUMaHUSA U Apyrue cuMntoMbel. OcioxxHerus WIT
B OCHOBHOM CBSI3aHBI C HapyIlIeHNEeM TOKa KPOBH IO COCY-
JIaM: MUKPOCOCYIVCTBIE OCTIOXXHEHUS (MOTYT MaHU(hECTH -
pOBaTh MUTPEHBIO, HAPYIIICHUEM 3pCHUS W TIPOYNMH He-
BPOJIOTMYCCKUMHM IIpM3HAKAMH) M MaKpOCOCYINCTHIC
(TpoMOO03BI: MH(APKTHI, MHCYJIBTEI, TPOMOO3IMOOIIHS JIe-
TOYHOM apTepuu). YpOBEHb FeMaTOKPUTA — KITIOUEBOIT Map-
Kep, Ha KOTOPBIN ClIeAyeT 0OpaliaTh BHUMAaHUE: C TTOBBI-
IIEHWEM YPOBHSI TeMaTOKPHTA MPOTPECCUBHO MTOBBIIIASTCS
PUCK TPOMOO030B, KOTOPBIC 1 SIBJISTFOTCSI OCHOBHOI IPHYH-
HoW cMmepTu ntauueHToB ¢ UI1. Takke Haba0gal0TCS TH-
MepypuKeMUsl 1 TIoJarpa, apTepuaibHasi TUIIePTCH3US,
JIETOYHBIC OciokKHeHUsI. [laToreHe3 TpoM0O030B CBSI3aH
C TIOBBIIIIEHUEM YPOBHS TeMaTOKPHUTA, 3IeCh BKIIFOUYAIOTCS
CBSI3M MEXIY SHIOTEJINEM 1 KJIIETKaMHU KPOBH, IIPOHUCXO-
IISIT arperanysi, aKTUBAIIMS U 3aITyCK KOaryJIsIIIHOHHOTO
kackazga. [1pu Hamumaum mytanuu reHa JAK2 puck TpoM-
6030B Bo3pacrtaeT. CIuieHOMeTaausl HabI0aaeTcss 9acTo
(TTOYTH y TIOJIOBUHEI TTAIIMEHTOB), KaK B IeOIOTE, TaK U B
ucxone 3aboneBanusi. Ecau B gebrore 3a0oieBaHMSI OHA
pa3BUBaeTCS BCIICACTBHUE YBETMICHHOTO KOJTMYECTBA DPH-
TPOLIMTOB, TO B MCXOMIE 3a00JIeBaHMS BO3HUKAIOT OJaru
SKCTpaMeIyJUIIPHOTO KPOBETBOPEHMS, UTO TIPOSIBIISICTCS
ITUCKOM(OPTOM B JIEBOM Moapedephe, CHIDKEHUEM arllie-
THTA, ONBIIITKON, TAKXKE MOTYT pa3BUBaTLCS TPOMOO3HI. Be-
POSITHOCTD CILJICHOMETAJINK YBEINIMBACTCS C TCUCHHEM
6ome3nn. Tpancpopmanms B OMJI HacTymaeT HeyacTo, TIpu
5TOM BBDKMBAaEMOCTD COCTaBIISIET HECKOJIBKO MecsIieB. Tak-
K€ BO3MOXKHA TpaHCHOPMAIIUS B IIOCTIOIUIINTEMITICCKIIA
Muenopuodpo3.

I[Momumo myTtammii reHa JAK2 BcTpedaroTcst U IpyTue
MyTalny. MyTallMOHHBIN CTAaTyC CBSI3aH C IIPOTHO30M.
BBIKMBaeMOCTB MOXET 3HAUUTEIIFHO OTIINIATHCSI.

Juarnoctuka WIT TpeOyeT moaTBepKaAeHUSI MUEIIO-
mpoardepaTUBHOTO 3a00IeBaHNS Y UCKITIOUCHUST IPYTHX
dopm (ITMD, sccernumanbHasg TpomoounTemust). [Ipu
cbope aHaAMHe3a ClIeayeT 00paTUTh BHUMaHWE Ha HAJTINe
y IMareHTa TpPOMOO30B M CIUICHOMETAINH, a TAKXKe MUE-
Jionpoan@epaTUBHBIX 3a00JIeBaHUI Y POICTBEHHUKOB.
Bormpoc 06 00513aTe1bHOCTH BBITIOJTHEHUSI TPETIaHOOM O -
CHH KOCTHOTO MO3Ta He CTOJIb OAHO3HAYHBIN. B cirydae
YBEpEHHOCTH B IMArHo3¢ JaHHYIO IIPOIeAypPy MOXKHO
He MpoBOIUTb. VI3 Ipyrux ucciaenoBaHuii UMEIOT 3HAUEHUE
orpenesieHe YpOBHEN JJaKTaTAeTMAPOreHasbl U 3pUTPOIIO-
strHa. JInarnoctnyeckue kpurepun UIT BO3 BkmouaroT
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COOTBETCTBME YPOBHEN reMOIJI00MHA U TeMaTOKpUTa, Ha-
JIMYYE TPEXPOCTKOBOM THITEPIUIA3UI KOCTHOTO MO3Ta (TIpr
BBITIOJIHEHNM) 1 MyTalnit reHa JAK2. CymecTBytoT nud-
depeHIIMalbHO-IMAaTHOCTUYECKHUE AJATOPUTMbI IS
WCKJIIOUEHUS HATMYKMSI BTOPUYHBIX U CEMEMHBIX 3PUTPO-
uuTo30B. Takue (pakTophl, KaK Bo3pacT crapiue 60 Jjer,
MYKCKOM TIOJI, HAJIMUME PUCKA CepAEeUYHO-COCYIMCTHIX
OCJIOXKHEHUM (KypeHue, CaxapHblil 11a0eT, TMIepTOHUYE-
ckas 00Jie3Hb, IUCIUNTUAEMUSI, OXKUPEHUE, TUTTOIUHA-
MMST), TIO3BOJISIIOT OLIEHUTD PUCK TPOMOO30B U IIPOTHO3H -
pyeMyl0 TPOHOJIKUTENbHOCTb Xu3HU. Jleuenne WII,
COTJIaCHO JAHHBIM MapaljieJibHbIX OMPOCOB MAllMEHTOB
U Bpauei, mpecienyeT padHble Leau. [1alimeHTsl CYUTaloT,
YTO C TTOMOIIBIO JIEYEHUSI MOXKXHO 3aMEIJIUTh POrpeccr-
poBaHue 3a00JieBaHMS; IO MHEHUIO Bpaueil, B MEPBYIO
odepenb HYXXKHA TTpodUIaKTUKa OCTOXHEHUN. 3aMeuie-
HUE MPOorpeccrupoBaHys 3a00J1€BaHUS B HACTOSIIIIEE BPEMS
HEBO3MOXKHO, a MMPOMIIAKTUKA OCTIOXKHEHWI 1 KOHTPOJIb
CUMIITOMOB BITOJIHE HOCTMXUMBI. U3neuenue MUIT Bo3-
MOXHO TOJbKO ¢ tomolbio TKM, HO ee mouyT HUKOraa
He npoBoaAT nauueHTaM ¢ MI1, mocKoabKy MpoaoKu-
TeJIbHOCTh UX >XKM3HU Ha (POHE Teparuu, HarmpaBJeHHON
Ha MpoPUIAKTHUKY OCJIIOKHEHUI, BbICOKA. [1p1 3TOM BBI-
COKM M MHOTOOOpPa3Hbl PUCKM, CBSI3aHHbIE C AJUIOTEHHOM
TpaHcruiaHTauueit. [ToaToMy TpaHCIIIaHTALMS IS Jieue-
Hus xpoHnmaeckoit (pazer I ocraercs B HacTosIIee Bpe-
MsI TEOPETUYECKON OMLIAEHA.

OCHOBHBI€ 11eJTM HAyYHBIX UCCIICIOBAHU 110 YITy4lIie-
Huo JeueHus UTT — KOHTpoJIb CUMITTOMOB, MPeAOTBpalLe-
HUE pa3BUTHUSI TPOMOO30B 1 01aCTHOM TpaHCchOpMaLIK 3200~
neBaHusl. HanBaxkHeimmii nokazaresb npu jgedeHun WUIT —
YPOBEHb TEMaTOKPUTA, HA KaXKAYIO €IMHUILY MOBBIILIEHUS
TreMaTOKPUTA MPUXOAUTCS KPaTHOE TMOBBILIEHUE YaCTOThI
TpoM0030B 1 cMepTHOCTU. Metoanl teuenust UIT — ¢piedo-
TOMUU WA KPOBOITYCKAHUSI, UCTIOJb3YeMbIE MHOTO JIET, —
Bcerna 3¢ dexkTuBHBL. [Ipn agekBaTHOM ITpodMIaKTIIE-
CKOM Ha3HAaY€HWM aHTUArperaHTOB W aHTUKOATYJSIHTOB
PUCK TPOMOO30B CBeJieH K MUHUMYMY. THOr1a Ha3HAYatoT
LIUTOPEIYKTUBHYIO Tepamnuio, 3(h(HeKTUBHOCTh KOTOPOt
B COOTHOIIICHNU C PUCKaMH ObIBaeT CriopHoi. CUMIITO-
MaTuyeckas Teparnusi IpoBOAUTCS Bcerna. PekoMeHayoT-
csl TperapaTrhl aleTUICATULIMIOBOM KMCIOThI, TPU UX
HETIePEHOCUMOCTH — KJIOMUAOTPET, KOTOpbie 3(hdHeKTnB-
HO CHIKAIOT 4acTOTy TpoM0030B. CIUICHIKTOMHUS TIPHU
WII He mpoBOAUTCSI MOYTU HUKOTAA, MOCKOJbKY ITPUBO-
IUT K KOMIIEHCATOPHOMY IlepepacripeieeHu0 KpOBU
B OPIOLLIHON MOJOCTU, FeNaTOMEerajiuy, MeYeHOYHON He-
noctatoyHocTu. [TokazaHuii K CIJIEHAKTOMUU BCETO /1BA:
yrpo3a pa3pbiBa CEJIE3eHKM U HapyLIeHUE MPOXOXIAECHUS
MUILY TT0 KUILIEYHUKY. JIOCTYyTHBIMU TepaneBTUYECKUMU
OMUMSIMU LUMTOPEAYKTUBHON Teparuu SIBISIOTCS LIUTO-
CTaTUKM THAPOKCUMOUYEBMHA U OyCyIb(haH (B HACTOSIIIEe
BpeMs npenapaT B Poccun oTcyTCTBYET), pYKCOIUTHHUO
" TIperapatel mHTepdepona. I1oab3a naTEpdEepoHa B BU-
Jle CHUXKEHUS prcKa MporpeccupoBaHus Oblia mokazaHa
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TOJIBKO B OTEUECTBCHHBIX MCCIICHOBaHMAX. BBemeHme
IIperrapaToB HHTepQepOoHa HEPEIKO COIIPOBOXKIACTCS OOISI-
MM B MBIIIIAX U CYCTaBaX, MOBBIIMICHUEM TeMIIepaTyphl
1 HEKOTOPBIMH APYTUMU TTOOOIHBIME 3(h(peKTamMu, TIpH 3TOM
OCHOBHOM 3(h(heKT BIUSIHUS Ha TIPOSIBIICHUS 3a00JIeBaHUS
IPOTHO3UPOBATh CIIOXKHO. MexaH13M JeCTBUSI MHTephepo-
Ha HyXXmaeTcsl B 0oJiee AeTalbHOM M3ydeHnu. [lepeHOoCH-
MOCTB TIETWJIMPOBAaHHBIX (POPM Topa3mo ydire. [mmpokcn-
KapOamun B 1-1i TMHMK MOXET Ha3HAYAThCSI BCEM MALCHTAM
U UMeeT 00bIMHO Xopoliyto addekrruBHOCTL. HecMoTpst Ha
MHOTOJIETHU OTIBIT PUMEHEHWS, TOYHBI MEXAHU3M JIEHCT-
BHSI TUIPOKCHKApOaMKIa HEM3BECTeH, B MEPBYIO OUepelhb
OH npuBOaUT K TtoBpexxaeHuto JIHK, uto BriocniencTsum cTu-
MyupyeT arronTo3. HepenkumMu moooaabME 3¢ derTamu
THIPOKCHKApPOAMIIIa MOTYT OBITh OOJIM B SIIUTACTPUH, IIHC-
TUT, SI3BEHHOE TIOPaKeHIE HIDKHUX KOHEUHOCTEH.

[Tpu pazBuTUM PE3UCTEHTHOCTH HA3HAYAETCS 2-51 JTN-
HUS Tepanuy, HallpuMep PYKCOJIUTHHUO — WHTUOUTOP
JAK2. 3a cyeT Hero TapreTHO JOCTUTAETCS ITOAaBJICHUE
mpoardepaliy OIyX0OJIeBbIX KIIETOK M CHIDKCHUE ITPOIYK-
LI pa3IMYHbIX IUTOKMHOB. J103a pyKCOIUTUHMOA OI0M -
paeTcsl MTHINBUIYAIEHO TSI Kaxkmoro 6oapHOr0. HavamsHast
nmo3a coctaBisgeT 10 MT 2 paza B CYTKM M KOPPEKTUPYETCST
nHauBuayanbHO. Kak n mpu [IM®, nipu UI1 sToT npemna-
paT He TTOOXOIUT IJIsI OOJIBHBIX ¢ aHEMUE U TPOMOOIIH-
torteHueit. [1o pesynbrataM paHIOMM3WMPOBAHHBIX KIIH-
HUYECKUX MCCIIeIOBAaHUIN CpaBHECHUS PYKCOJIUTHHMOA
¢ ayumreii gocryrHoit Tepareit (RESPONSE) 65010 TIOKa-
3aHO, YTO KOHTPOJIb TeMaTOKPUTA 1 TeMATOIOTMUECKIIT OTBET
OBIIM JIyYIIle Y TeX, KTO TIPMHUMAJT PYKCOJMTHHHIO, TI0 CpaB-
HEHUIO C JIy4llIei JOCTYITHOM Tepanueid. PykcommtnHub npe-
PBIBACT IIUTOKWMHOBBIN IIITOPM M KYIIUPYET CUCTEMHEIC CHIM-
IITOMBI (IEHCTBYET Ha CeJIe3¢HKY, IMOTIMBOCTD, CJIA00CTD,
CHITKEeHME Beca, KOXKHBIN 3ym). [1py mpuMeHeHNN pyKCOJIH-
TUHMOA MEHBIIIE YaCTOTa TPOMOO30B, YTO OJIATOITPUSITHO BIM-
sIeT Ha TIPOIOJDKUTEIEHOCTD XKM3HU. Pe3toMe nccmemoBanms
RESPONSE cocTtost10 B TOM, UTO C KCTIOIB30BaHUEM PYKCO-
JINTUHIOA MOXHO JTOCTUTHYTH KOHTPOJISI TeMAaTOKPHUTa 0e3
¢redoToMMM, YMEHBIIICHUST pa3MEpOB CEJIC3¢HKM, CHUZHUTD
BBIPaKEHHOCTh CUCTEMHBIX CMMITTOMOB. boJee rybokwmit
aHaJIM3 UCTOJIb30BaHUSI pykconutruHuoa nmpu MI1, B Tom un-
CJle M3MepeHNs aJuIeTbHOM Harpy3ku JAK2V617F, Obu1 Tipo-
BeneH B viccnenoBanny MAJIC. B cpaBHeHNM ¢ JydIieii mo-
CTYITHOM Tepamnuell pyKCOJUTUHUO ITO3BOJISIET TOCTUTATh
CYIIECTBEHHO OOJIBIIETO CHVDKCHUS aJUICIbHON HArpy3Ku
W JOCTYDKEHUST MOJICKY/ISIPHBIX OTBETOB.

Hoxan B.A. IllysaeBa ObUT IOCBSAIIICH MHAWBHUIYaI3a-
MK Tepaniy Muenodroposa. B HacTosee BpeMsl yBeImdamn-
BaeTCs KOJMYECTBO MOIXOMOB K JICYCHUIO MUEIOTIPOJIH-
¢epaTuBHBIX HOBOOOpazoBaHMii. OOIIHOCTE IMaTOreHe3a
Ph-HeratuBHBIX MuIeTOMpOIMdepaTMBHEIX HOBOOOpA30Ba-
HUI onpeaessieT eIUHbIA KITMHUYECKUI MyTh TeYeHMST 3200~
JIeBaHUI — OT podepaTUBHOM a3kl ¢ McXonaMu B (prdpo3
1 OJIACTHYIO TpaHC(OPMAILIHIO, €CIT He HACTYIINT JIeTaIbHBIN
HCXOI BCJICICTBYE TPOMOO3a WITH IINTOTICHMIA.
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B 2022 r. B knaccudpukaunio BO3 6bu11 BHECEHBI U3-
MeHEHUS: 1) B IpymlIry MUEIONpoardepaTUBHBIX HOBO-
00pa3oBaHNIl BKIIIOUEH IOBEHWIHHBII MUEIOMOHOIIATAP-
HBIA JIEUKO3, IPU 3TOM XPOHNYECKMI MUEJIOMOHOLIMTAPHBIA
JIEHKO3 OCTAJICSI B TPYIIIIe MUEJIOANCIUIACTIYSCKIX CHHIIPO-
MOB/MUEIONPOIM(bePaTUBHBIX HOBOOOPA30BaHMIt; 2) aTH-
MUYHBI XpoHWYecKUiT Muenoneiiko3 BCR::ABL niepenme-
HOBaH B MUCJIOAMCIUIACTUYECKII CUHIPOM,/MHUEIIOIPOIIH-
depaTnBHOE HOBOOOpa3oBaHUe ¢ HerTpoduie3oMm. [leppuu-
Has 3a00J1eBaeMOCTh BCeMHU (opMaMU KJIACCUUSCKMX
Ph-#eratmBHBIX MueTonpombepaTHBHBIX HOBOOOPa30Ba-
auit (U1, [IM®, sccentmanpHast TPOMOOLIMTEMYS) TIPH-
OJIM3UTEIFHO OMMHAKOBA U COCTABJISIET OKOJIO 1 ciydas Ha
100 TeIC. HacenmeHws B Ton. B Poccrm obiiast pacipocTpaHeH-
HOCTb MHEIONPOINMepaTUBHEIX HOBOOOpPAa30BaHMI —
mopsiaka 50 TBIC. CIIy4aeB, YTO COCTABIISIET CYIIIECTBEHHYIO
JTOJTIO TEMATOJIOTMUYECKIX OOJTbHBIX ¥ HANOOJIBIIYIO U3 TEX,
KTO TIPOXOIUT 00CJIeIOBaHNE 1 JicUCHIE B aMOYJIaTOPHOI
mpakTukKe. OCHOBHBIMM IIPUYMHAMMN CMEPTHOCTH TTalll-
eHTOB ¢ Ph-HeraTuBHBIMU MUEIOTIPOIU(EPAaTUBHBIMU
HOBOOOPa30BaHMSIMMU SIBJISTIOTCSI TPOMOO3BI 1 KPOBOTEUE-
HUS, U TIPEAYIIPEXKICHNE STUX COOBITHIT BXOIUT B KOMIIE-
TEHIIUIO CIICIIMAIMCTOB 10 CBEPTHIBAHUIO KPOBH — Bpa-
Yeli-reMaTosI0ToB. [TSTUIIeTHSISI BEDKMBAeMOCTh OOJTBbHBIX
¢ Muenohudpo3oM coctansieT 0koJio 40 %, 4To HaXOmUT-
csl B MPOMEXYTKE MEXIY BbIXKMBAeMOCTbIO MAallMEHTOB
C OCTPBIMHA MUEJIOUTHBIMU 1 JTUMGOOIaCTHBIMUA JICHKO-
3aMHU. DTO OOYCIIOBJIEHO T€M, YTO B TepaITNX OCTPHIX JIeH-
KO30B JOCTUTHYTHI 3HAUNTEIbHBIC YCIIEXH, TOTIA KaK ITpo-
rpecc B JIedeHNU MueI0hrOpo3a MeUIeHHee 1 He CTOJIb
CYILICCTBEHHBII.

B oTHOmIeHum maroreHe3a Ph-HeraTWBHBIX MUEJIO-
mporpepaTUBHBIX HOBOOOPA30BaHUI CIIEAYyeT OTMETHUT,
YTO MOsIBJIeHNE npaiiBepHbIX MyTaruii (JAK2V617F, CALR,
MPL) siBnisieTcs TIOCIETHNM, a He TIepBBIM 3TarlOM JOKJIH -
HUYECKOI CTamum pa3BUTHS 3a00ieBaHus. [1pn mmeno-
$1bpo3e BOBMOXKHO HAJIMIKME M MHOTUX IPYTUX MYyTaIlHA,
KOTOpBIE MOTYT M3MEHSITh TeUeHHE 3a00J1eBaHms. B cBsi3n
C 3TUM POJIb CHIKEHUS aJUTeIbHOM Harpy3ku JAK2V617F
IIpX TepaIi PyKCOJINTHHUOOM WX MHTepdepoHaMH He-
omHo3HauHa. Kpome mmogaBiaeHUsI OCHOBHOTO OITyXOJIEBO-
IO KJIOHA 3TO MOXET CBUIETEILCTBOBATH O CEJICKIINN 00-
Jiee arpeCCUBHBIX KJIOHOB 1 BCETIa TOJKHO OLIEHUBAThCS
B3BelLIEHHO. B HacTosiiee BpeMsl IPOMCXOIUT HAKOTLIE-
HHUe MH(POPMAIIUK 0 KITMHUIECKOW 3HAUMMOCTH TUHAMM -
KU aJUTEJIbHOW HArpy3KHu B Xo[e JieueHUs1 Ph-HeraTuBHBIX
MMEIONIPOIr(pepaTMBHBIX HOBOOOPa30BaHMIA, U B TIOCIIC-
IYIOIIEM KOJIMYECTBO TIepeiIeT B KAa4eCTBO U BBIPAOOTKY
KOHKPETHBIX KIMHNYECKNX PEeKOMEHIAITNIA.

B mnarnoctuke ITM® BaxkHO MPOBOANUTH OLIEHKY CTe-
meHn (udpo3a KOCTHOTO MO3ra, 6€3 KOTOPOit HEBO3MOX-
HO YCTAaHOBUTH AMArHO3 MUeI0(huOpo3a, Kak U UCKITIO-
yuTh [IM® 11pM TIpeATIONIOKUTETLHOM THATHO3¢ IPYTOTr0O
MueJIonpoanudepaTuBHOTO HOBooOpa3oBaHus. Ilocie
YCTAaHOBJICHUS TMAarHO3a HEOOXOAMMO OIPEIEIUTh TPYyTI-
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bl pUCKA U TIPOTHO3 IO MPOTHOCTUYECKUM IliKajiaM. B
HacTosIIee BpeMsl B MPAKTUKE UMEIOTCSI TMHAMUYECKHE
LIKaJIbl, C TIOMOLIbIO KOTOPBIX MOXKHO OMPENEJISITh MPO-
THO3 HE TOJIbKO MPHY NEPBUUYHOM 00C/IEI0BAHNM, HO U TIPU
W3MEHEHUHU COCTOSIHMS nauureHTa. PazpaboraHo 6osblioe
KOJMYECTBO MPOTHOCTUYECKHUX 1IKaJI, KOTOPbIE MO3BOJISI -
0T UCITOJIb30BaTh BeCh 00beM NMeTOIIIeiics MH(pOpMaIIT
0 MalMeHTe: KIMHUYECKHWE NaHHbIe, MOKa3aTeau KPOBH,
LIMTOTEHETUYECKUE U MOJIEKYJISIPHO-TEHETUYECKUE XapaK-
Tepuctuku. Yem OoJibilie THPOPMALIMU, TEM TOUHEe OyeT
nporHo3. [Ipeanonaraemast OB MoxeT cocTaBigTh OT 1,5
10 26 JeT, U MOAXOAbl K JEYEHMIO MAallMeHTOB pa3HbIX
TPYIII JOJKHBI Cepbe3HO pasnnyaThes. O0cienoBaHme Ha
MYTallMKd BbICOKOTO MOJIEKYJISIPHOTO pycKa MPU HU3KOM
U TIPOMEXYTOYHOM | purcke 1eecoo0pa3HO MPOBOAUTD
y MallMEHTOB — MOTEHLIMATbHBIX KAaHAWUIATOB JIJIsI BbIMIOJ-
Henus ayutoreHHoN TKM (ammo-TKM). HemmocpencTeeH-
HO TIpY IUATHOCTUKE B 3TUX IPYyIIIax (HU3KOTO U IIPOMe-
XyTtouHoro 1 pucka) aio-TKM He HazHayaloT, Tak Kak
OHa MPOUTPBIBAET IEPEN MEAUKAMEHTO3HOU Teparnuen
B mokasatessix OB. OmHako mHGOpMAIIHS 0 MOJIEKYJISIp-
HbIX PUCKax MpU MEPBUYHONW AUATHOCTUKE MO3BOJISIET
MPOTHO3UPOBATh CKOPOCTh Mepexoaa B 60Jiee MpoJBUHY-
Thl€ TPYIIbl PUCKA, KPOME TOro, Mpu 00CJIeI0BaHUU
B MOMEHT 3TOTO Tepexoaa Mpu oOHapyKeHUW MyTaluii
BBICOKOT'O MOJIEKYJISIDHOTO pUCKa OTBETUTh Ha BOIPOC,
MTOSIBIJIMICH JIX 3TU MYTallUM de novo VTN CYIIeCTBOBAIN
paHee, MOXKHO TOJIbKO MPU HAJIMYMU TaHHBIX MEPBUYHOTO
o0ciiegoBaHud.

IIpu HaMYMKM MyTalil BBICOKOTO MOJIEKYISIPHOTO
prcka 3(pHeKTUBHOCTh TapTeTHOM Tepaluy OYIeT XyXe,
W TpaHCIUIaHTaLMs TpoiaeT Tsokenee. K coxaneHulo,
B HACTOSI1I€e BpEeMsI HET CITOCOOO0B JIEUeHUS, KpOMeE aJlJIo-
TKM, KoTopbie ObI CHMUXXaIN CKOPOCThb MPOrpPeccupoBa-
Hus 3a0osieBaHus. Bce MenuKaMeHTO3HbIE METO/IbI MOTYT
TOJIBKO CHIMXKATh PUCK OCJIOXHEHMI Mueaopuoposa. 13-
MEHMTb MPOTHO3 JJ1s1 TallMe€HTa BO3MOXHO TOJBKO C TO-
MOIILIbIO aJUIOTEHHON TpaHCIUIAaHTALMK, HO, K COXKAJIEHUIO,
€CTb BEPOSITHOCTb KaK IMOJOXUTEIbHbIX U3BMEHEHUN —
MPOJJIEHUS XKU3HU, TaK U JIETAJILHOTO UCXO/a.

IIporHo3 y maieHTOB C MOCTHOJULUTEMUYECKUM
M ITOCTTPOMOOIIMTEMIYECKIM MHUETO(MHIOPO30M HEOOXOIMMO
OIICHMBATH C MCITOJIb30BAaHMEM CITCIIN(DIISCKIX IITKAN, TAKMX
kak MYSEC-PM. HecMoTpst Ha TO YTO pa3neyuThb IepBUY-
HBII ¥ TIOCTITOJTUIIUTEMITYECKIIA/ TIOCTTPOMOOIITEMIIECKITA
MuenoGuopo3 CIIOXKHO, UCNob30BaTh IPSS y manmeHToB
C paHee UMEBLIMMCSI MHOTOJIETHUM aHaMHE30M MMEJIONpPOo-
Jepariy 1 pa3BUTHEM MIEIIO(hHOp0o3a HETIPAaBIIIBHO, TaK
KakK 3T0 MPUHLUMUIUATBLHO UHAsI CUTYaLIMSI, HEXENIU TTepBUY-
Hag nuarHoctuka [IMO.

Llens Tepanuu Mueaodudbpo3a — yBeaIMIeHUE POI0I-
KUTEIbHOCTU XXU3HU MPU TTpUEMIIEMOM ee KauecTse. [Taiu-
€HT JOJKEH JICUUTBCS IS TOTO, UTOOBI XXUTh, @ HE XKUTb JJIsI
TOTO, YTOOBI JIEUNThCS. [T OLIEHKYM CUMITTOMOB JAEWCTBEH-
HbIM MHCTPYMEHTOM B KJIMHUYECKOM MPAKTUKE SIBJSIETCS
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onpocHUK MITH-10. O1ieHKa CMMITTOMOB BaXKHa, TaK KaK
5TO KOHTPOJIb COCTOSTHUSI, KpUTEepUii 3P PeKTUBHOCTH Jie-
YeHHs 1 He3aBUCHMBIN TTOKa3aTe/Ib IS Ha3HAYCHUS Tap-
TeTHOI Tepalny MalKeHTaM, Y KOTOPBIX BBIPAXKeHHOCTD
CcMITOMOB cocTaBsieT 20 1 0oJree 0aUTOB ITO OOIIEH IITKa-
Jte. UMeHHO Ha CHMITTOMBI JIy4Ilie BCETO IEHCTBYET TapreT-
Hasl Tepalnsl, TakKe 3HAYMMBIH 3((eKT OHA OKa3bIBacT Ha
pa3MephI CeJle3eHKH U CHIDKEHIE pUCKa TPOMOO30B.

HNumuBumyanm3aliys JIeIeHUsT Mre10¢hropo3a Impeo-
JIaraeT BEIOOP Tepanmy, MOHUTOPUHT JICYCHUSI W OLICHKY
s¢dexktruBHOCTH. BEIOOP MeTOma JIeYeHUsT OCHOBBIBACTCS
Ha TPYIIIIe PUCKa, OIPeAe/IsIeMO IO TTPOTHOCTUIECKIM
mKayaM. [1py HU3KOM ¥ TIPOMEXYTOYHOM | pHCKe ecTecT-
BEHHOE TeUeHMe 3a00JIeBaHNST y OOJIBIIMHCTBA TTAIMEHTOB
He IIpUBeAeT K OrPaHNYEHUIO TIPOIOJKUTEILHOCTH SKU3HH,
W Tepanus JODKHA ObITh HaImpaBJieHa B TIEPBYIO OUepeb
Ha KyITMPOBaHNE CUMIITOMOB M TTPO(GUIAKTHAKY OCIIOXKHE-
HUIA, B TOM YMCJIe IIUTOPEIYKTUBHAS Teparust — Ha CHIDKE-
HHE prCKa TPOMOO30B, SPUTPOIIOI3CTUMYIMPYIOIINE TIpe-
ImapaThl — Ha KOPPEKIINIO aHeMHH. TapreTHbIe mperapaThl
Ha3HAYaIOTCS MAlMeHTaM 3THUX TPYITI IJI KyITAPOBaHUS
CHUMIITOMOB W CIJICHOMETJINU NpU Hed(hPEKTUBHOCTHU
JIPYTUX METOMIOB JICUCHUS.

[IpoTuBOMOIOXHAS CUTYyallMsI Y MMALIMEHTOB TPYIIIT
IIPOMEXKYTOYHOTO 2 M BEICOKOTO PUCKA. Y TaKMX MAIllICHTOB
MIPOIOJKUTETLHOCTD XKM3HU 3HAYNTEIEHO OTpaHNICHA Ha-
muuuemM [IM®. Bcem maumeHTaM TPpOMEXYTOYHOTO
2 ¥ BBICOKOTO pHCKa IT0Ka3aHO Ha3HaUCHKE TApTeTHOM Te-
pany MTHTUOWTOpaMU STHYCKWHA3 B 1-11 TMHUW Teparmmu
HETIOCPEACTBEHHO TIOCJIe YCTAaHOBJICHUS nrarHo3a. Jlede-
HUE OOJBHBIX 3TUX TPYHIT PYKCOJIUTUHUOOM IIPUBOIUT
K CHIDKCHUIO PMCKa CMEPTH B 2 pa3a 10 CPaBHEHMIO C JII0-
0ol npyroi Tepanueii. Takke y BCeX MallMEHTOB C MUEJIO-
$1OPO30M TPYII IMTPOMEXKYTOTHOTO 2 M BHICOKOTO pHCKa
clieayeT OLEHUTh BO3MOXHOCTh MpoBeaeHus auio-TKM.
Ipu xBamMUKaIIAK MAIMEeHTa KaK ITOTeHIIMAIBHOTO KaH-
nmunaTa st amto-TKM monroroska K Heit (HLA-Tummipo-
BaHUE 1 TIOVCK JIOHOPA) MOJDKHBI HAYMHATHCST He3aMe I~
TEJTLHO TTOCIC OTIPEIEIICHIS IIPOMEKYTOUHOM 2 MJTM BRICOKOM
TPYIIIBI PUCKA. JIOTTOTHUTEIEHBIMU KIIMHUISCKUMU T1apa-
MeTpaMU, KOTOPBIE MOTYT IIPOTHO3UPOBATh 00JIee OBICTPYIO
TpaHCHOPMALIHIO Y TIAIIMEHTOB TPYITITHl HU3KOTO PUCKA, SIB-
JISTIOTCS] HATMIMEe aHEMUY, TPOMOOIIMTOIICHNH, 3HAYMMOM
TeIaToCITICHOMETAINN. Y TaKUX ITAlIMEHTOB TAKXKe HE00X0-
MO OLICHUTD IIePCIIEKTUBY TIpoBeneHwsI ajuio- T KM (Ham-
Yle IPOTUBOITOKA3aHUI, POICTBEHHBIX 1 HEPOICTBEHHBIX
nmoHopoB). [1pu muenopudpose amwro-TKM (remomnosTu-
YECKMX CTBOJIOBBIX KPOBETBOPHBIX KJIETOK) MMEET OTPaHM -
YeHHOE TPUMEHEHHE, UYTO CBSI3aHO C OOJBIIMM, YeM
Y TTALIMEHTOB C APYTUMHM 3200 IeBAaHUSIMU, PUCKOM OCITOXK-
HEHMIA: B 2 pa3a BBIIIIE YacTOTa HETIPYLKUBIICHMSI TPAHCIIIaH-
TaTa W 0oJiee JUIMTEIbHbBIC CPOKM rocrmraam3anuu. [Ipe-
nmyiectBo amio-TKM B noka3zarenax OB y manyeHToB
¢ MUeI0(pUOPO30M, Jaxke TPYIIT IIPOMEKYTOUHOTO 2 1 BbI-
COKOTI'O PUCKa, TI0 CPAaBHEHUIO C MEAMKAMEHTO3HOI Teparu-

0530P KOHMEPEHLIM
CONFERENCE REVEW

el TTOSIBIISICTCS TOJIBKO Yepe3 3—4 roma nocjie TpaHCIUIaH-
TallK, HO B HACTOSIIIEE BPEeMsI 3TO SIMHCTBEHHBIN METO/I,
KOTOPHIN TTO3BOJISICT TOCTUYD IUIATO BBDKUBAEMOCTH LIS
niopsinka 40—50 % manmenTos. B cBsi3u ¢ stum ayuto-TKM
TpUMeHsieTcs He 6osiee ueM y 1 % manmeHToB ¢ Mueaohu-
Opo30oM.

AGCOMOTHOE OOJIBIIMHCTBO OOJIBHBIX C MUEIO(DHOPO30M
ITOJTyYAIOT JIEKAPCTBEHHYIO Tepannio, Hauboiee 9acTo —
TUIPOKCUKApOAMMUI VUTA MajIbIe TO3bI MIPEIrapaToB MHTEP-
depoHa a. B mocneaHue roapl B ieueHue Mueaoduodposa
Bce 0oJiee aKTUBHO BHEIPSICTCS TapreTHAs Teparisi MHTH-
ouTtopamu sitHyckrMHa3. B Poccuu B HacTosiiee BpeMst 3a-
PETUCTPHUPOBAH TOJIBKO 1 Iperrapar 13 3TOi IPYIITEI — PyK-
COMMMTHUHUO. MeXaHn3M JIeiCTBUSI MTHTMOUTOPOB STHYCKHA3
3aKimodaeTcs B mpepbiBanuy curHana B JAK-STAT-moxe-
KYJISIPHO-TEHETUYECKOM ITYTH ¥ TOPMOXEHUM TIposInde-
paluy U CEKpeluy MUTOKMHOB OITYyXOJIEBOM KIIETKOIA.
Pesynwrarel kimmandeckux uccnenoannii COMFORT-1
n COMFORT-2 nmoka3sanu KpaTHOE TPENUMYIIECTBO PYK-
COJIMTUHMOA TIepe IUIae0o0 1 IydIIeil JOCTYITHOM Tepa-
et B YMEHBIIIEHUH pa3MEPOB CeJIe3¢HKM, KYITUPOBAHNHI
CHMIITOMOB, TOJIPAHTHOCTHU K (PM3MIECKNM Harpys3KaM.
OCHOBHBIM Pe3y/IBTaTOM SIBIJIOCH CHIDKEHUE PHCKa CMep-
TH B 2 pa3a IpH Teparu PyKCOJUTUHHOOM B CpaBHCHUU
CO BCeMU IPYTUMH BapraHTaMH MEINKAaMEHTO3HOTO Jie-
yeHns1. OmHAKO BpeMsI J0 OJIaCTHOM TpaHchopMalliy Ha-
3HaYCHHNE PYKCOJUTHHNOA HUKaK He M3MeHsU10. CHIKe-
HHE PHCKa CMEPTH OBLIO CBSI3aHO CO CHIDKEHUEM YaCTOTHI
pa3BUTHS TPOMOO30B B Te XK€ 2 pa3a.

MOHUTOPWHT JIeYeHUSI BKJTIOUYAeT KOHTPOJIb CUMIITO-
MOB, pa3Mepa CeJIe3eHKH, IMoKa3zaTeleil KITMHUIeCKOTO
1 OMOXMMMYECKOTO aHAJIM30B KPOBH He pexe 1 pasa B 3 Mec;
ITPOBeIeHIE KOHTPOJILHOTO YIIBTPa3ByKOBOTO MCCIICIOBAHNS
OpPraHoOB OPIOITHOM MOJOCTH C OLIEHKOI COCTOSTHMS abmo-
MMHAJIBHBIX COCYIOB He pexe 1 pas3a B Tom; MccieaIoBaHue
KOCTHOTO MO3ra (acImipalliOHHasI M TPETIaHOOMOIICHST) —
TOJBKO TIPU YXYAIICHUW CUMITTOMATUKY Y BOBHUKHOBE-
HUU IUTOTICHUH 1 OJITACTEMHUM.

Ouenka >pOeKTUBHOCTU JieueHUsT Muesopudposa
npoBoautcsd no kputepussm ELN 2013, BapuanTaMu oT-
BeTa MOTYT OBITb ITOJTHBIA ¥ YACTUYHBIN OTBETHI, KIIMHU-
YecKoe YIydIIeHUE, IPOrPeCCUPOBAHIE M CTAOMIIM3aLINS
3a00IeBaHMs, a TAKXKe pelnanB. Takske MOTYT OLIEHNBATh-
Csl IUTOTEHETUYECKIIA M MOJIEKYJISIDHBIN OTBeThI. Hepe-
IIEHHO TTPO0JIeMOii B JIeUeHUH MUeI0(GHIOpo3a OCTaeTCs
Teparnusi NpoABUHYTHIX (a3 3a0o1eBaHus. YeTkre Kpute-
pun ¢assl akceneparuy pu [IM® mo cux rmop He orpene-
snenbl. Yacrora GiacTHOU TpaHCchOpMallM B TEUYCHUE
10 stet ipu MuetohrOpo3e SIBISIETCS CaMOi BLICOKOI (9,3 %)
I10 CPAaBHEHMIO C 3CCEHLIMAIbHOI TpoMOoLuTeMueii (2,6 %)
u UIT (3,9 %). MenuaHa BBKMBAEMOCTH TI0CTIE PA3BUTHST
6J1aCTHOI TpaHC(hOPMALIMU COCTaBIISIET 3—6 MeC U MpaKTU-
YeCcKM He M3MeHWIach 3a mociegaue 20 JieT pa3BUTHS
remMaToJioruu. [1ombITKY Tepanuu 6JIaCTHOTO KpH3a ¢ 10~
MOIIIbI0 MOHO- U MOJMXWMHUOTEPAIINHU, TUTIOMETAIAPY-
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IOIINX W TAPTETHHIX IIpernapaToB He MPUBOAAT K U3JIeUe-
HU10. EMMHCTBEHHBIM IAHCOM YJIYYIINTh BEDKMBAEMOCTD
SIBJISTIOTCST BO3BpAT B XpPOHMUYECKYIO (Da3y W MPOBEICHUE
ajto-TKM, HO 1 B 3TUX Tpylnax MauueHTOB S-JIeTHSIS
OB cocrasisier 10—13 %. B coGCTBEeHHOM MpaKTUKE IS
TepaIuy 0JIACTHOTO KpM3a MBI MCITOIb3yeM KOMOMHAIINIO
BEHETOKJIAKCa, a3allUTUANHA U PYKCOJIUTUHIOA.

Ha nocnenHem KoHrpecce AMEpUMKaHCKOTO OOLIECTBA
reMaToJIOTOB MPEACTABIEHBI JAHHBIE O pe3yJibTaTax 00-
cleq0BaHUS U JIUeHUs MalneHToB ¢ Ph-HeraTmBHBIMUI
MHEJIOIPOIGepaTUBHEIMA HOBOOOPA30BAHUSIMU B KITH-
HUYECKOI MpPaKTUKE, BOSMOXHOCTH BU3YaIM3alMK C T10-
MOIIIBI0 MATHUTHO-PE30HAHCHOM TOMOTpadrn 3KCTpaMe-
IYJUISIPHBIX 09aroB TeMOIT033a, Pe3Y/IBTaThl MCITOTb30BaAHMS
JIPYTUX MHTUOUTOPOB STHYCKMHA3 U TIPerapaToB (CeIIMHEK-
COop) TIpH JIedeHNH MUe10¢hrOpo3a, cpaBHeHNE (P HEKTHB-
HOCTH TTePEKITIOYECHISI Ha IPYTOil THTUOWTOP 1 BHITIOTHEHMST
amio-TKM 1pu pa3BUTHHI Pe3UCTEHTHOCTH K PYKCOTUTHHM-
oy. [ToguepkHyTa 3pPeKTUBHOCTL PYKCOTUTUHNOA B IpohU-
JIAKTHKE CIy4aeB ITOBTOPHBIX TPOMOO30B U KPOBOTCUCHUIA
y TIAIIMEHTOB, KOTOPBIM PYKCOJIMTUHIO HA3HAYAIH TTO TIPH-
YIHE pa3BUTHUS TPOMO03a BUCIIEPAITbHEBIX COCYIIOB.

Tema nmeuenusa XJIJI Owbuia ocBelieHa B OOKJIale
C.I'. 3axapoBa «Mapadon XJIJI: BaxkeH IpaBUJIBHBIMI
crapT. Bo3aMOXHOCTH TTpUMEHEHHUST HHTUOUTOPOB THPO-
3MHKWHAa3bl bpyroHa HoBoro mokojeHms». XJIJI — orry-
XOJIb M3 MaJIBIX JIUM(OILIMTOB, KOTOPast TPeOYeT IIUTEThb-
HOTO JICUeHMSI ¥ HaOmoneHYsI. B Myupe Ha TaHHBII MOMEHT
HacunuteiBaetrcs 191 teic. 6onpHBIX XJIJI, B Poccum —
4300, B MO — okoso 1000 gyenoBek.

IMepenaua curHana ¢ B-xirerounoro petentopa yepes
THUPO3MHKNHA3y bpyToHa SBIsIEeTCS OMHUM M3 OCHOBHBIX
nyteit pazsutust XJIJI. IlepBoiii ”THTMOUTOP TUPO3UHKU-
Ha3bl bpyToHa MOPYTUHMO LLIMPOKO UCIIOIB3YETCSI B KM~
HUYECKOM MPAKTUKE, OMHAKO MMEET Psi HOOOYHBIX 3PdeK-
TOB, TAKMX KaK (PUOPMILISIINS TIPEACEPOMiA M KPOBOTECUCHHS.
AJIETepHATUBOM IJIST TAKWX TTAIIMEHTOB SIBJISIETCST TICPEBOI
Ha IpYyTroii MTHTMOMTOpP TUPO3MHKWHA3E bpyToHa — akana-
OpYTMHMO, Y KOTOPOTrO MOOOYHBIX 3(D(PEKTOB MEHBIIIE.
Axkanmabpytnau6 He BiuseT Ha EGE ITK u npyrue kuna-
3BI, TIO3TOMY €T0 HCIIOJIb30BAaHME COITPOBOXIACTCS MECHB-
MM KoamdecTBoM off-target apdekToB.

IIpu tepanuu XJ1JI He06X0AUMO YUYUTHIBATh BO3PACT,
COITYTCTBYIOIIME 3a00J1eBaHUS M (haKTOPHI HEOIATrOIIpH-
SITHOTO MPOTHO3a, TaKKhe Kak MyTauuu. Hainuue comyt-
CTBYIOIINX 3a00JIeBaHUI BaXKHO YUMTHIBATH IS TTOAOOpa
onrruMaibHOM Tepanuu XJ1JI B ruraHe prucka HeXelaTeIb-
HBIX siBJieHU. B 6onbinnHeTBe caydaeB XJIJI conpoBoxk-
JlaeTcsl TCHETMYECKMMU TTOKA3aTeISIMA BHICOKOTO pHCKa
(menmetmst 17p, myrauyum TP53, neneuus 11q, HeMyTHpO-
BaHHBIN ctatyc IGHV, KOMITIEKCHBINM KaproTu ). OJdeHb
BaXXHBIM 3TanoM JiedeHust XJ1JI saBisteTcs TapreTHas Te-
pamnust, okojio 60 % O6OJbHBIX HE MOTYT IEPEHOCUTH
XUMHOTeparuio, Hampumep mpotoKoiabl FCR (dbmynapa-
ouH, 1mkiiodochamun, putykcnmad) 1 BR (beHmamycTrH,
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putykcumab). Hanuuume pakTopoB miaoxoro mporHosa,
HaIIpUMep TeHEeTUYeCKNX (DAaKTOPOB BBICOKOTO PHCKA,
orpenessieT He0OXOOUMOCTh B IPYTUX IIpeIiaparax.

B Hacrosiee BpeMs eCTh HECKOJIBKO OITIINIA TepaIrmiiy
XJIJT, xaxxmast U3 KOTOPBIX ITO-cBoemy addekTnBHa. M-
MYHOXUMHMOTEpANUsl 3HAYMTEIBHO YCTYITaeT TapreTHOM
Teparmn. MeamaHa BBDKMBaeMOCTH 0€3 TIPOTrpecCHPOBaHMS
(BBIT) Ha ¢one Tepanuu o cxeme BR — 17 mec, Torma kak
MpY TepANMn BEHETOKIIAKC + puTyKcumab — 53 mec. Puk-
CHpOBaHHAsI IO IJIUTEILHOCTH TEPAITHS MMEET XOPOIIe
PE3YJIBTaThl, HO IEMCTBYET B IIEPUO JICUCHUS TTallCHTA,
BBII cocrasister 82 % u cHmxkaercs 1o 63 % x 5 rogam
Ha0JII0AeHUS IIPU CTAHAAPTHOM pucke u 10 49 % B rpyn-
I1€ BLICOKOTO PUCKa 110 cpaBHEHMIO ¢ 27 % B rpyIire oou-
HyTy3yMaba ¢ xsiopamoyimom. GukcrpoBaHHAS 110 UTH-
TeJABPHOCTU Tepamus HWMeeT OOJbIIoe KOJIUYESCTBO
IMOOOYHEBIX SIBJICHUI, HATIpPUMEP 9acTOTa Pa3BUTHS HEl-
tporteHun I11-1V creneneit — okono 50 %.

E1te omHOIt ormiyeii SIBIsieTCs Impernapar akaiadpyTH-
H10. B nccenoBanmu onieHKM 3(h(eKTUBHOCTHU TIpeTapa-
Ta B MOHOpEXKMMEe, B KOMOMHALIMU ¢ OOMHYTYy3yMaOoM
Y KOMOMHAUM 00MHYTy3ymMa0a ¢ XJ0paMOyLIMiIoM S-J1eT-
Hsist BBIT coctaBuna 84 % npu npyMeHeHUHU aKaiadpyTH-
H1Oa ¢ 0OMHYTY3yMaboM u 72 % B rpyrie MOHOTEpaIuu
IIPpY CTAaHAAPTHOM IIUTOT€HETUYECKOM pucke. B rpymme
BBICOKOT'O IIMTOTEHETUYECKOTO PMCKA Pa3HUIIBI MOHOPE-
KuMa M KoMOuHauuu npenaparoB HeT (71 % 5-netHeit
BBII), noaTomMy B 3TO# IpyIiIie 1OCTATOYHO Ha3HAYCHMSI
OIHOTI0 akayabpyTuHnba 6e3 HeOOXOAUMOCTU JOMOTHMU-
TeJbHBIX 3aTpaT Ha KOMOMHALIMIO C OOMHYTY3yMaOoM.
IIpu ncnoab3oBaHUU CXeMbl aKaJIaOpyTUHUO + OOMHY-
Ty3ymMab BHe 3aBUCUMOCTU OT pUCKOB S5-neTHsass OB co-
crasisieT 90 % m gacrora o6uiero orseta 96 % rnporus
84 190 % COOTBETCTBEHHO /ISl aKaIaOpyTUHMOA B MOHOPE-
xume. CeTeBoit MeTaaHaIN3 JAaHHBIX 7 KITMHUIESCKIX FCCIe-
JIOBaHUIi penapatoB s JieueHus: XJLJI mokasai, 4yro camoit
s¢deKTIBHOI KOMOMHALIMEH B CPaBHEHUI CO BCEMU SIBJISI-
eTcsl KOMOMHALMS aKalaOpyTUHUO + 00MHYTYy3yma0.

Binussaue Ha GromkeT TapretHoi Tepanuu XJIJI cyie-
ctBeHHOE. CaMBIM JIEIICBBIM ITpeapaToM SIBJISICTCS aKajia-
opyruHuO. [1pu nmpuMeHeHN TaHHOTO IpernapaTa MOXHO
COKOHOMUTH OKosto 800 MITH pyOJsteit B rom, T. €. Ha 16 %
CHM3UTB HArpy3Ky Ha OromkeT. OouH rom Tepanuu 1-it -
HUM aKaJTaOpyTMHIOOM OyIeT CTOUTD 4 MiTH 351 ThIC. pyoneit
(IpyruMu mperapaTaMu — IOPOXKe), UTO ITO3BOJIUT CIKOHO-
MUTB CpelicTBa. AKaabpyTUHUO JeMOHCTPUPYET HAMOOJIb-
1y 3¢ (GEKTUBHOCTS B CPAaBHEHUU C APYTUMH CXeMaMU
Tepanmu, 1o JTaHHBIM CETEeBOTO MeTaaHaI13a, 1 SIBJIIeTCS
Hanbosee (hapMaKO3KOHOMUIECKU BBITOIHOI OIIIMEH ISt
neuenust XJUJI.

Crparerun tepanuu XJ1JI B 3py TapreTHBIX Ipemnapa-
TOB OBUTH paccMOTpeHH! B nokiane T.A. Murtunoii. B ap-
ceHayie Bpada mis gedeHuss XJIJI mMeercst mocTaTogHoOe
KOJIMYECTBO IIperaparoB. TeM He MeHee JIeueHNE He BCer-
J1a OBIBACT YCIEITHBIM, YTO CBSI3aHO C 3aKOHOMEPHOCTSIMU


https://creativecommons.org/licenses/by/4.0/

TOM4/VoL4

2024

MD-ONCO R

B 6Mosiornu onyxoJu. JIrobast ormyxoJib ooj1agaeT heHOTH-
IMUYECKON 1 (YHKIIMOHAJIBbHON IreTepOreHHOCTHIO, UTO
SIBJIIETCSI OOIIEH OTIMIUTETLHOM YepTOif HOBOOOpa30Ba-
Huli. MoJeKyIsipHast TeTepOTeHHOCTh — COCYIIIECTBOBA-
HHE KIIETOYHBIX CYOTIOMYJISIIINI, KOTOPhIC UMEIOT Pa3/Ind-
Hble TCHETHMYECKNE M BIUTCHETUICCKNE M3MEHEHUS
B IIpeIesiaX OMHOU 1 TOM Xe ommyxoiu. [1pu 3ToM oIryxoib
IMoaBepKeHa KIIOHAIBHOM 3BOIOLMU — 3TO TIPUOOpeTe-
HH1E HOBBIX TCHETUYCSCKUX IMTOBPEXKICHUI B XOIE TCYCHUS
6ose3an. Kpome Toro, ecTh TaKoe MOHSTHE, KaK KJIOHATb-
Hasl CeJICKIINs, KOTaa BHYTPU OMHOM M TOM XK€ OIyXOJIn
CYIIECTBYET HECKOJIBKO CYOKJIOHOB, KOHKYPHUPYIOIINX
MEXIY COOOI, YTO MOXET IIPUBECTHU K PACIITUPECHUIO 3TO-
ro kioHa. Cama 110 cebe MOJIeKYJIsIpHasl TeTepOTeHHOCTD
SIBJIICTCST TIPEIIIeCTBEHHUKOM KJIOHAJIBbHOM 3KCITAaHCHU
1 3BOJTIOLINN, KOTOPBIE B CBOIO OYepeIb MOTYT YBEIMUNBATh
MOJIEKYJISIPHYIO TeTepOTeHHOCTb. M3BeCTHO, 4TO KITOH JIeii-
KEMHMYECKNX CTBOJIOBBIX KJIETOK IMHAMHWYECKUI, W €TO
COCTaB MEHSIETCSI CO BpEMEHEM.

B 6ronormueckom MaTeprae, Kak IIpaBuiIo, MyTalluy
IIPUCYTCTBYIOT BO BCeX 00pa3iiax ormyxoiu. [Tomaraior, 94to
OHM IIPOUCXOIAT U3 PAHHUX KJIETOK-TIPEIIICCTBEeHHUKOB
omryxoj. CyOKIIOHAJIBHBIE MyTalliM OYIyT IIPHUCYTCTBO-
BaTh B IOIMHOXECTBE 00pa3IoB, 1 OHU CYUTAIOTCS MO3I-
HUMHM COOBITUSIMH, KOTOPBIE ITPUOOPETEHEI YK€ BO BpeMsI
WJIN TIOCJIe Havayla KJIOHAJbHOM sKcmaHcuu. MMerores
U IpaiiBepHBIC MyTalll¥, KOTOPEIE MOTYT OBITh pAHHUMU
W TIO3THUMU, KOTOPBIE TaKKe OYIYT CITOCOOCTBOBATH KITO-
HaJIbHOI 9KCITAaHCHM.

Bce omyxoneBele KIIETKH, OCOOCHHO JICMKO3HEIC
(octporo neitko3a n XJIJI), "MeroT Tak Ha3bpIBaeMBbIE TIpe-
JICIKO3HBIC KJIETKA — JICUKO3HBIE CTBOJIOBBIC KIIETKH,
KOTOpPBIC IAOT HAayaJlo HEITOCPEICTBEHHO OIYXOJEBBIM
JICMKO3HBIM KJIETKaM. DTH CTBOJIOBBIC KJIIETKH COmepXKaT
TeHEeTMYEeCKIe MyTallii, HO He BCe MyTallMi, KOTOPHIE
00HAPYXUBAIOTCS IIPH ITOCTAHOBKE AMarHo3a. YacTs aTux
KJIETOK COXpaHSIeT CIIOCOOHOCTh K muddepeHIINPOBKe
B HOpMaJIbHBIE 3peIble KJIIETKW KPOBH, a YaCTh KJIETOK
WMEET TIPU 3TOM U JUTUTSIIBHYIO CITOCOOHOCTD K CaM000-
HOBJIeHUO. [10THOTeHOMHBIE MCCIICIOBAaHUS COBIIAa-
0LIKMX 00pa3loB IepBUYHOTO U peruauBHoro XJIJI moa-
TBEPKAAIOT TUIIOTE3y O TOM, YTO KJIOH, OTBETCTBEHHBIN
3a peLIUAMB, BO3HMKAET U3 paHee CyLIeCTBOBABIIUX JIEH -
KO3HBIX CTBOJIOBBIX KJIETOK JIMOO M3 TIPEICKO3HBIX CTBO-
JIOBBIX KJIETOK. Haymmume y marimeHTa B peMHCCHY Ipeieii-
KO3HBIX CTBOJIOBBIX KJIETOK YKa3bIBacT Ha BHICOKHIT PUCK
peluarMBa y 1aHHOTO 00JIbHOTO.

Ha xi1oHa/TbHY0 5BOJTIOLIO OITyXOJIM BIIMSICT MHOXKE-
CTBO (haKTOPOB, B OCHOBHOM 3TO CaMa BHYTPEHHSS KJIO-
HaJIbHAsI TMHAMUKa B OIYXOJI, MUKPOOKPYKEHUE OITyXO-
JIM, COCTOSTHME UMMYHHUTETA X03sIMHA U HETTOCPEICTBEHHO
Tepanusi. ArpecCBHasI OITyX0JIeBast TePaITHs CTIOCOOCTBY-
eT (pOpMUPOBAHMNIO CAMBIX arPECCUBHBIX, CAMBIX KM3HE-
CITOCOOHBIX OITyXOJIEBBIX CYOKIOHOB. MIMeroTcst paboThl,
nokasbIBatonye, yTo KjieTku XJIJI crrocoOHbI TpaHchop-
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MMPOBAThCSI ¥ B HUX MPOUCXOANT KIIOHAJIbHAST TMHAMUKA,
€CTeCTBeHHO, OTpUIIATeJIbHAS, TaXe TIPU OTCYTCTBHU ar-
peccuBHOM xuMuoTepanuu. [1pu Bo3mecTBUM Teparmu
OITYXOJIb TIOJBEpraeTcs M30MpaTeJbHOMY IaBIICHUIO,
1 3a CUET ITOTO JaBJICHUSI C1adble CyOKIIOHBI SJIMMUHIPY-
I0TCsI, @ BBLKABAIOT CaMbIe 3JT0KaUYeCTBEHHBIC KIIETKHU. Ta-
KUM 00pa3oM, KJIOHaJIbHAsI 3BOJIIOLMS OMYXOJIM B HACTOS -
1ee BpeMsI SIBJIIeTCsS] OCHOBHOM MPOOJIeMOIT B JICUCHUH,
OHa CcIocoOCTBYeT (OPMHPOBAHUIO PE3UCTCHTHOCTHU
K Tepammu, KoTopast IpoBonuTcs mamueHTam ¢ XJ1J1.

ITpu XJIJI nmerotcs apaiiBepHbie MyTanuu — dell3q,
delllq 1 Tpucomust xpomocoMbl 12. Jloka3aHO, 4TO 3TH
MYTalli¥ TIOSBJISTIOTCSA B Hadajie 3a00JieBaHU, T. €. 3TO
paHHUE apaliBEpHbIE MyTallii, KOTOPbIE 3aMTyCKalOT MPO-
uecc pazsutusi XJIJI. Kpome Toro, nMerorcst CyOKJIOHAb-
HBIC MyTalliHd, KOTOPbIe BO3HUKAIOT YXe B CYOKJIOHAX
0oJiee MO3MHMX KJIETOK OITyXOJIU M TIPEACTABISIIOT COOOI
0osee mo3gHUe coObiTUsl. Kak mpaBuiio, 3To HeOJ1aromnpu-
atHble mytaumu TP53, ATM, MGA wn np.

Ja XJIJI xapaktepHa TpaHchopMaiys B inpdy3Hyo
B-K71€TOYHY10 KPYMHOKJIETOYHYIO JUM(pOMY (Tak Ha3bl-
Baemas TpaHchopmalms PuxTepa) 1mbo B peaKux ciryda-
sIX — TpaHchopManus B InMdpomy XomKKIHA. DTO KaK
pa3 MpuMep reHeTUYECKUX MOBPEXIECHU I, TTPOMCXOASIIINX
B XOJI¢ KJIOHAJIBHOI 3BOIIOIINM, KOTOpBIe BEIBOASAT XJLJI
B Ka4eCTBEHHO HOBOE IOJIE 3JI0Ka4eCTBEHHOTO 3a00JIeBa-
Hus. KiIoHabHAsT 3BOJTIONMS IIPUCYINA BCEM 3JI0KAYeCT-
BEHHBIM HOBOOOPA30BaHUSIM, C €€ IIPOSIBJICHUSIMU U aCTIeK-
TaMM MBI CTAJIKMBaeMCsI TIPY IIPOBEICHUH JIIO00 Teparmun
" Iaxke 0e3 JICIeHMsT, KaK 3TO IIPOMCXOIUT IIpU TpaHChOp-
manmu XJ1JI. DT MyTaumy HeoOXOAMMO 3HATh, U, KAK HU
CTpaHHO, cCamMa TepaIys SIBJISIETCSI OMHUM 13 MOIITHBIX (haK-
TOPOB, BIUSIIONINX HA KJIOHAIBHYIO 3BOJIIOIINIO.

3Has 3TU MOCTYIAThI, CJeAyeT BEIOMpPaTh CTPATETHIO
JICYSHUS TMalleHTa, YTOO0BI MIPEOI0JIeTh 3T N3MEHEHMUS
B OITyXOJISIX.

Cpenu paHHUX MyTaumit Ha TedeHne XJIJI Bauser
dell3q, KoTOpast aCCOMMUPYETCS C HETUIOXUM ITIPOTHO30M.
Cyuraercd, 4YTO MPU codeTaHUM 3Toi MyTaunu ¢ dell7p
oTpHuIaTeIbHOE BiussHUe dell7p HUBEIMpPYeTCs BIMSHIEM
dell3q. ¥ Takmux mMauMeHTOB, KaK IPaBUIIO, TTPOAOIIKM-
TeIBPHOCTD XXM3HU OoJIbIIe. TprcoMmsT XpoMOCOMBI 12 pac-
LIECHUBAETCS KaK CPeIHUI pUCK, a dell 1q acconmmpyercst
C HA3KOM BEDKMBAEMOCTBIO 1 C MACCUBHBIM 3a00JIeBaHM -
eM. M3 noznHux mytanuii Ha TeyeHue XJIJI BIusior my-
tauum TP53, dell7p, ATM n BIRC3.

KioHanpHast 3BONIOLIMS M CTpaTeTusl «HaOIomai
W KOW» TTOKA3bIBAIOT, YTO B OOJIBIIIMHCTBE CIIy4aeB Helle-
YEHOTO U B MEHbIIIEM KoJImuecTBe JiedeHoro XJIJI mmeet-
¢Sl oTpeNieJieHHOE CTaOMIbHOE KJIOHAJIbHOE paBHOBECHE,
KOTOpOE COXpaHsIeTCs B TeueHNe MHOTHX JieT. bonee paH-
Hee BBEICHNE XUMHNOTEepaiy, HAa000POT, YCKOPSIET KO-
HaJIBHYIO 3BOJTIONIIO, YTO IIPUBOIUT K ITOSIBIICHUIO OoJIee
IIPHUCITOCOOJICHHBIX KJIOHOB C 00Jiee arpeCCUBHBIMU (he-
HoTUnamu 3aboyieBaHus1. TakMM 00pa3oMm, cTpaTerust «Ha-
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OJTrOmail M XXKI1» OTIPaBIBIBACT CeOSI C TOYKM 3PSHUS KII0-
HaJbHOW SBOJIIOLIMM OIyXOJW. B HacTosiiee Bpems
M3y9aIOTCS MHOTOYMCIICHHBIE cTpareruu mpu XJ1JI, koTo-
pBIe TIPEIOTBPAIIAIOT PAa3BUTHE PE3UCTEHTHOCTH K TapIeT-
Hoit Teparuy. C MO3UINII TEOPUH KJIOHATLHOM 3BOJTIOLNA
CyIIECTBYeT MHEHHE, YTO JICKAPCTBEHHBIC «KAHUKYJIBI»
MOTYT IIPEIOTBPATUTD WJIM 3aMEITUTh Pa3BUTHE KIIOHAb-
HOM 3BOJTIOLINH, 3aTeM MOXHO BO30OHOBHUTSH JIeUCHUE TIPU
HaJIMYMU MToKazaHuii. @UKCcHpoBaHHAS 110 BPEMEHH Tepa-
st XJLJI mo3BosisieT mpuOerHyTh K IOBTOPHOMY JICYEHUIO,
IIPY 3TOM PEXUM TepaIliy JOJKeH OBITh OTpaHIUYEH JIM00
BpEeMEHHBIMU PaMKaMU, JIMOO TOCTIDKEHNEM KaKOW-JTM00
TOYKH JiedeHUs1. [IprMephl NCITOTh30BaHMS TaKOM (DUKCH-
poBaHHOM Teparmu XJIJI XopoIio n3y4eHbI B MCCIICAOBA-
HusIX, Bkimovast ucciegoBanust CLL-14 u MURANO.

B uccnemoBanun 1-it nuanm tepanuu XJIJI CLL-14
cpaBHUBAIY 3(PPEKTUBHOCTH KOMOMHAIIMM BEHETOKJIAKC +
00MHYTY3yMa0b M KOMOMHALMKU OOMHYTy3aMab + Xj10-
paMOYIIIJI y TIAIIMEHTOB, KOTOPBIC paHee He MOJIyJaIn
neyeHus 1o nopoxy XJIJI. /loGaBlieHUe BeHETOKJIAaKCa
TTOKA3aJIO MTOJIOXKUTEIbHBIC PE3YJIBTATHI KaK IO KOJIMIECT-
BY IIPOTHBOOITYXOJIEBBIX OTBETOB, TaK 1 IO KaYECTBY pe-
muccuii. YTo o4eHBb BaxKHO, BEHETOKJIAKC ITPUBOIUT
K OoJbiieii yactote goctmkenuss MOB-orpuiiarenbHOM
PEMHCCUH B KPOBU M KOCTHOM MO3Te. Takske KOMOMHHU-
pOBaHHAS TepaItis BEHETOKJIAKCOM C OOMHYTY3yMaOoM
obecrieurBazia v 6oJiee IJIUTEIbHBIN epruo 6e3 mporpec-
cupoBanusi. Menuana BBII He Obl1a mocTurHyTta yepes
5 JIeT, OTBET COXpaHsuics Oosiee yeM y 62 % malueHTOB.
Taxcke mpuMeHeHNe TaHHOW KOMOWMHAIINN YBEIMINBAIIO
BpeMs 10 ClIeayiolieii Tepanuu. [ommaHbie HaOTIOneHUS
ITOKA3aJIv, UYTO Y IMAIMEHTOB, KOTOPHIC ITOIyJaIN TePAITHIO
BEHETOKJIAKCOM C OOMHYTY3yMabOM, XOPOIIIre IIPOTHUBO-
OIYXOJIEBbI€ OTBEThI COXPAHSIIOTCS, IIpU 3ToM 87 % maiiu-
€HTOB MMEIOT XOpoInwre moka3arenn 1o MOB-HeratuBHO-
¢ty B mepudepnieckoit KpoBu. Takxke HaOIOIeHNE
MMOATBEPAUIIO, YTO KOMOMHUPOBAHHAS Tepalusl BeHe-
TOKJIAKCOM C OOMHYTY3yMaOOM CHIKAeT PUCKH CMEPTHU
U nporpeccupoBanus; 94 % nauueHTOB, KOTOPbIE MOJIY-
YaJu 3Ty KOMOMHAIIMIO, 3aTeM He TPeOOBaIOCh ITPOBEIC-
HHE TTIOBTOPHOI Tepaliy B TeUCHUE 3 JICT.

VY 6onbHbIX XJIJI ¢ penuauBaMu U pe3UCTEHTHOCTBIO
HEIUIOXHME PEe3YJIBTaThl BEHETOKJIAKC ITOKa3al B MCCIIEH0-
Banun MURANO. TlpenmyliecTBo mpuMeHEHUST TaHHOMU
2-JIeTHEl CXeMbl IOATBEPXKIACHO TeM, uTO Y 38 % GOJIbHBIX
He HaOJIIOMaIOCh TIPOrPEeCCUPOBAHMS CITYCTS S JIeT, IpU
5TOM Tepanus BEeHETOKJIAKCOM M PUTYKCMMAaOOM CHITKaJa
PUCK CMepTH U Iiporpeccun Ha 81 % B CpaBHEHUM C KOM-
OMHalmeil 0eHgaMycTuH + putykcumad. KomOnHams
BEHETOKJIAKCa C pUTYKCMMAa0OM yBeIMIMBaja 0ojiee 4eM
B 2 pa3a BpeMsI IO CJICOYIOIIeH Tepalu 110 CPaBHEHHIO
¢ KoMOMHaLuei 0eHIaMyCTUH + pUTYKCUMAaO.

Ha cerogHs1Hui A€Hb BEHETOKIAKC SIBJISIETCS €AMH-
CTBEHHBIM TapTeTHBIM IIPEIIapaToM, KOTOPHIi 00ecIIeun-
BaeT noctmkeHne MOB-oTrpuniatebHOrO cratyca. Puk-
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cCUpoBaHHasg Mo ajauTeabHocTu Tepanus XJIJI gaer
BO3MOKHOCTB COKPATUTh OpeMsi 3a00JIeBaHMSI 1 JIEKAPCTBEH-
HOI Harpy3K1 ¥ YMEHBIINTD TIPOMCXOISIINE B OITyXOJI He-
TaTUBHBIC ITPOLIECCHI, 3 UIMEHHO KJIOHATHHYIO SBOJIIOIIHIO.

Barnsan Ha apyrue Bo3aMoxkHOCTU Tepanuu XJIJI ObL1
npencrasieH Takke T.A. Mutunoii B nokinane «CoBpeMeH-
HBIEC BO3MOXHOCTH U TIEPCITEKTUBHI IIPUMEHEHYSI TePaTTT
WHTUOMTOPOB KMHA3bl bpyToHa Impyn XpOHUYECKOM JTUM-
doneiiko3e». MHrmouTop TMpo3nHKMHA3bl bpyToHa nuopy-
THHUO BKJTIOYEH B POCCHIICKME KIIMHNIECKNE PEKOMEH-
mauuu. Pe3yabpraTel OOJBIIOTO KOJMYECTBA paHee
MMPOBENCHHBIX KIIMHUYECKNX UCCIICIOBAHNI TTOATBE PIVIN
HaIIeXKHOCTh 3TOTro mpemnapata B yBenmmaeHun BBIT u OB
mareHToB. [Ipy 3TOM B pa3HBIX MCCACIOBAHUSIX OBUIH
ITOJTyYEHBI COITOCTaBUMBIE pe3yabrathl. [IpuMeHeHne 3To-
ro npemnaparta B 1-# nuHum tepanuun XJIJI cHMXano puck
nporpeccuu Ha 67 % 1Mo cpaBHEHMIO CO CTAHIAPTHOM Te-
parnmeit 1 ”MMyHOXUMUOTepanueii. Kpome Toro, mob6aB-
JieHue nopyTuHMOa B 1-10 TMHUIO TEPAIMU CHUXKAJIO PUCK
IIPOTPeCcCU U cMepTH marueHToB ¢ XJLJI ¢ HeMyTHpoBaH-
HBIM cTtaTycoM. MOpyTMHMO 1TO3BOJISICT HUBEIMPOBATh
OTpUILIATEILHOE BIMSHIEC HEMYTUPOBAHHOTO CTATyCa M-
MYHOIIIOOYIMHOB. B HacTosIIee BpeMsT HeT yOe TUTeTbHBIX
JMAHHBIX O TIPEUMYIIECTBE HOPYTUHNOCOMEePKALIINX CXEM
B OB. Bo3MOXHO, 3TO CBA3aHO C TE€M, UTO JICUCHUE
IO CXeMaM C colepKaHreM HOPYTUHNOA ITOTyJaIy Tallk-
€HTBI C pSIUANBOM IT0CIe UMMYHOXUMUOTEPAITHH.

Komb6unaiust ubpyrrnHuba ¢ BEHeTOKJIAKCOM BBI30BET
IIEPEBOPOT B IPAKTUIECKOM 3apaBooxpaHeHHU. OHa
OCHOBaHAa Ha CHJIe B3aMMOJICHCTBHS 2 TIpernaparoB, Ora-
rojgapst YeMy JOCTHTAeTCs IIPOIOJKUTEIIbHAS PEMUCCHS
rnocJje Tepanuu GUKCUPOBAHHON MPOIOJKUTEIbHOCTH.
CxeMa Jie9eHUsI COCTOUT U3 IISITHAAIIATH 28-THEBHBIX 1T -
KJIOB, TIPA 3TOM B TIepBBIc 3 LKA MAIACHT ITOJIyJaeT
TOJBKO MOPYTHMHUO, a HauMHasl ¢ 4-TO Kypca B TCUCHUE
12 IUKJI0B — MOPYTUHUO U BEHETOKJIAKC.

B 2 uccnemoBanusax noarsepxkaeHa 3 GHeKTUBHOCTh
STOM CXeMBI M ITOKa3aHBl OYECHBb XOPOIINE PEe3yJIBTATHI.
B uccnenoBanun GLOW cpaBHuBanu 3(pGeKTUBHOCTh
PEXMMOB MOPYTUHUO + BEHETOKJIAKC M XJIOpaMOYIIHI +
obmHyTy3ymab6. B nccnemosanuu CAPTIVATE nauueHTs,
B TOM 4HcJIe MMeloine MyTanuio dell7p, momydanu uopy-
THHHUO 1 BEHETOKJIAKC.

B uccnenosannu GLOW uacrora noctmxkenusa BBIT
3,5 rona B rpyIine IBOMHOM TapreTHOM Tepary COCTaBH -
na 74,6 % 1o cpaBHeHMIO ¢ 24,8 % B rpyIme KOMOMHALIMI
xjopaMOyuma + oounyty3ymad. [1pu npumMeHeHU 1BOM-
HOI (DMKCMPOBAHHOM TapreTHOM Tepanuu y 75 % moxun-
JIBIX TTALIMEHTOB M MAIIMEHTOB C KOMOPOMIHOCTHIO OTCYT-
CTBOBAJIO TIpOrpeccupoBaHme B TeueHUe 3,5 roma. Takke
OBLIO TTOKAa3aHO, YTO IIPUMEHEHME BEHETOKIIaKca ¢ Mopy-
THHUOOM HUBEJIHUPYET OTpUIATSIbHBIC (DAKTOPHI, TaK1e
KaK HEMYTUPOBAHHBIM CTAaTyC MMMYHOTJIOOYJIMHOB.
VY maumeHToB 00EHX TPYIIIT OTMEUEHA COITOCTaBMMasI Ja-
croTa 06111ero oTBeTa. OMHAKO KauyeCTBO OTBETA B TPYIIIIE
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nOpyTUHNOA M BEeHETOKJIaKca ObLIO 3HAYMTEIIHHO JIYIIIe,
W 3TH OTBETHI ObUH ycTOMUMBHL. JJocTiskenne MOB-otpu-
LIAaTEILHOTO CTaTyca IMMPOMCXOMMIIO TOCTAaTOYHO OBICTPO —
B TeUYeHHUE MEePBLIX 6 LIMKJIOB Jie4eHUsI. BONBIIMHCTBO
OOJIBHBIX HE TOJIyJaad Tepaluio B TeUeHHE 2 JICT IOCIe
OKOHYaHUs JeueHus. Yepes 4 roga HaOIIOAEHUS KOMOU -
HalWs NOPpYTMHNOA C BEHETOKJIAKCOM ITPOIEMOHCTPUPO-
Basa ynyuimeHne OB y mainmeHToB, KOTOpbIE paHbIIIe
He nory4anu jiedeHus:, — 87,5 % no cpaBHenuio ¢ 77,6 %
B IPYIINE NAMCHTOB, MOTyYaBIINX XJIOPaMOYITIII + OOMHY-
Ty3yma6. C yuyeToM OMOJIOrMu 3a00IeBaHMsT 9Ta KOMOMHA-
1T MOPYTMHMOA ¢ BEHETOKIIAKCOM SIBJIICTCSI OMHOM 13
HaunboJiee ONTUMATbHBIX CXeM I nauueHToB ¢ XJLJI.

Pesynsratel, monydeHHbIe B vccnenoBann CAPTIVATE,
TOXE OYEHbB BITeUaTIsTIonve. YacToTa mocTvKeHUs 3-JIeTHe!
BBI1 6pu1a omrHAKOBOI y TateHToB ¢ dell7p/MyTanueit
TP53 (80 %) n 6e3 myrauvu IGHV (86 %). KomOuHarms
BEHETOKJIAKCa C MOPYTMHUOOM TIpeoIojieBaeT BCce Habma-
ronpusaTHBIC (akTopsl 3aboneBanmst. Heiitponenus Ha-
Oromanack 00Jee YeM y TTOJIOBMHBI MAIIMEHTOB, HO 3TOT
mo0oYHBI 3¢ dEeKT ObLT yIIpaBiIsieMbIM, 1 92 % mamueH-
TOB 3aBepIIWIM Bce 15 nukiaoB Tepanuu. KomOonHMpoBaH-
Hasl cxeMa BeHeTOKJIaKca M MOpyTHHMOA sBisieTcs 3 dex-
TUBHOU U HaAEKHOM.

Taxxe ucciaemoBaHue NPUMEHEHUS MOPYTUHMOA
y maumrenToB ¢ XJIJI crapire 65 et B Kadectse 1-i1 AuHUN
Tepalmuu IokKa3ajo yBenrmdeHne OB mo mokasareneit
B OOIIIeH IMOMYJISIIINY, a TAK3KE TT0 CPAaBHEHUIO C TAKOBOI
y TTAIIMEHTOB, MOJYYAIOIINX XUMHOTEPAITHIO M UMMY-
HoOxuMUOTeparuio. PaHHee BBeIeHNE MHTUOUTOPOB THPO-
3MHKWHAa3bl bpyToHa, Mo BO3MOXHOCTH B 1-i1 TMHUM Te-
parmun XJIJI, 0ocoGeHHO y MOXMIBIX MALUEHTOB, daeT
OYeHb XOPOIINE MPEeHMYIINECTBA B MPOIJICHUN XKU3HU
¥ COXpaHEHUM €€ KaueCTBa.

PesynbraThl IpuMeHeHUSI MOPYTUHMOA B KIIMHUYE-
CKOM ITpaKTUKE, IPeICTaBJICHHBIC UTATbTHCKIME HCCIIe-
JOBaTeNISIMU, MoKa3aiu, uto y 84 % GoabHbix XJ1JI nme-
JINCh CEePIEeUYHO-COCYIMCThIe 3a00JIeBaHMS HAa MOMEHT
Hayaja Tepaliyd, OJHAKO OHM aOCOJIIOTHO HE BIIMSIIN
Ha MCXOJ MpH JedyeHuu uopyruHuoom. [lpu tepanum
HOPYTUHNOOM HAOIMIOOATNCh 3THU301b (PUOPMILIAIINN
Mpeacepanii, HO TOJAbKO y 2,5 % GOMbHBIX. Y KaxI0ro
3-ro 6OJILHOTO MPU TeparTui NUOPYTUHUOOM UMETTA MECTO
VH(}EKUINNU pa3HOU CTEeIeHU TSKeCTU. TakuM oOpa3oM,
W KJIMHUYECKas MpaKTUKa IMOKa3bIBAET, UYTO ITAIlMCHTHI
IpUBEPXEHHI K JiedeHuo nopyrnuauoom. Haubonee ya-
CTOI MPUUYMHOM OTMEHBI Tepanuu ObLIM MHpeKIun. Ya-
CTOTa CEPACTHO-COCYIMCTHIX COOBITUI ObIJIa HEOOJIBIIIONM,
MpU 3TOM paHee UMEBLIMECS CEepIEeUYHO-COCYAUCThIE 3a-
OoJieBaHMST HE OKA3bIBAIM BIMSIHUS Ha MCXOI IIPH Tepa-
U1 UOPYTUHUOOM.

Hoxuan «MHoXecTBeHHast MueaomMa. MuHUMaabHas
ocTtaTo4yHasl 0oJie3Hb» ObLI TipencTtaBieH WU.B. TanbueBoii.
C 2016 . IMWG BBezgeno noustue MOB-orpuarebHOM
pemuccun. Takke B HacTosIee BpeMsI BBEICHBI TaKue
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MMOHATHS, KaAK UMMYHOMDEHOTUITNIECKAS TTIOJTHAST PEMIUC-
CHST; MOJIEKYJISIpHasI TIoTHast pemuccust; MObB-HeraTtus-
HOCTb, TIOATBEPXKICHHAST CEKBEHNPOBAHMEM HOBOTO TTOKO-
neraust (NGS); MObB-HeraTUBHOCTD, ITOATBEpKICHHAS
METOIOM IIPOTOYHOM ITUTOMETPUM HOBOTO ITOKOJICHUS
(NGF); MObB-neratusHocTb, ionrBepkaecHHast NGS/NGF
W TIO3UTPOHHO-3MICCUOHHOM TOMOTpacdreii, COBMEIIeHHON
¢ kommbiotepHOit ToMorpacdueit (ITOT/KT). Baxasrii ma-
pametp — nponockuTeabHass MOB-HeraTMBHOCTB, coxpa-
HSOIIasica Ha TpoTskeHun roma. MOB — mpucyrcTBue
OCTaTOYHBIX OITyXOJICBBIX KIIETOK B KOCTHOM MO3T¢E B TICPHO]T
TTOJTHOM PEMMCCHUM TI0CTIe TIPOBEICHHOW XUMUOTEPAITH,
KOTOPBIE MOXHO BBISIBUTH TOJIBKO C TIOMOIIBIO BEICOKO-
YYBCTBUTEILHBIX METOMIOB.

Omnpenenenne MODB y maumentoB ¢ MM MmeTtogom
MIPOTOYHOI IIMTOMETPUH OCHOBAaHO HA 3HAHNUY UMMYHO-
¢eHOTHUIIa HOPMAJTBHBIX M a0 PPAHTHBIX TIA3MATHICCKIX
Kk1eToK. UMMyHO(DEHOTHAIT MUEJIOMHBIX KJIIETOK, OIIpeIe-
JICHHBIN B 1e0I0Te 3a00JIeBaHMST, HEOOXOINM [IJIST OLICHKH
abeppaHTHOCTH 3TUX KJIETOK, HO BaXXHO YYUTHIBATh, YTO
KJIOH TIAa3MaTHYECKUX KIIETOK MOXET OBITh TeTePOT¢HHBIM
yXe B IeOI0Te 3a00JIeBaHNST WJIM MEHSITBCSI B TEUCHHE Tepa-
MY 1 Pa3IeIIAThCS Ha CYOKJIOHBI: OIVH CYOKJIOH MOXET MC-
4ye3aTh, IPYroil — IOMUHUPOBATh, YTO Ha3bIBACTCS «CMEHOM
MMMYHO(EHOTHIIA» 32 CUET CEJIEKLIMU OITyXOJIEBOr0O KJIOHA.
CrremoBaTeIbHO, ONMPATHCS TOIBKO Ha TTEPBUYHBIN NMMY-
HO(EHOTHII OITYXOJICBOM MOITYJISILIMI MHEJIOMHBIX KJIIETOK
pu onpeaeiean MOB B TeueHre Tepani HeIOCTaTOIHO.
Co3speBaHue TIa3MaTHIECKOM KIIETKM HAYMHACTCST B KOCT-
HOM MO3Te, Jajice OHA MEePEXONNUT B CTAIUIO «HAWUBHON»
B-xnerku ¢ mapkepamn CD138-CD38%/~. 3areM HamBHast
KJIeTKA TIEPEXOIUT B IMM(MATUICCKUIA y3€J1, B CTAIHIO TUIa3-
Mo0Oacta, B KpoBb. Ha 3T0if cTagnu oHa ellie HeTroJTHO-
IIeHHA, ¥ €€ MMMYHO(EHOTUTI COOTBETCTBYET CTaIUH CO-
3peBaHus — mpuobperaer CD19*, sgpkas skcmpeccus
CD38*, Ho CD138 eme orpunaTteabHbiii. Korma xireTka
BO3BpallaeTcs B KOCTHBIM MO3T, OHa IPpUOOpeTaeT Bce
YePTHI 3PEJION TIIa3MaTUIECKOM KIIETKU ¢ TAKUMH MapKe-
pamu, kak CD19*CD38*CD138*CD20-CD27*. 3Has oc-
HOBHBIC UMMYHO(MEHOTUITMYECKIE MapKephl IIa3MaTH-
YeCKNX KJIEeTOK W OCOOCHHOCTHM HX DKCIIPEeCCUU
Ha 300POBBIX 1 aHOMAJIbHBIX KJIETKAaX, MOXHO pa3neIsiTh
HOpMaJbHbIC M aHOMAJIbHBIE TIJIa3MaTUICCKHUE KIICTKH.
Ceifgac cymecTByeT OOJIBIIOE pa3HOOOpas3ue KiacTep-
I bepeHIIMPOBOYHBIX AHTUTEHOB, HO OCHOBHBIMH JIJIST
IU1a3MaTHIeCKMX KiIeToK siBisttoress CD19 (akcmpeccupy-
€TCS Ha 3I0POBBIX IUTA3MAaTHYECKUX KJIETKAX, HO OTCYTCT-
ByeT Ha aHOMaTBHBIX), CD27 (cTporo moyroXXnTeIbHEBIN Ha
HOPMAaJIbHBIX IIa3MaTUICCKIX KIIETKAX 1 OTPUIIATEIbHBIN
Ha aHoMaJIbHBIX), CD38 (sIpKas aKcIpeccust Ha HopMallb-
HBIX M CHIDKEHHAs Ha ITaTOJIOTHYECKNX TUIa3MaTHIeCKIX
kietkax) u CD56 (oTpuLiaTebHas SKCIIPECCUsT Ha HOpP-
MAaJIBHBIX TIIa3MaTUIeCKIUX KJIETKAX, Ha OITyXOJIeBBIX 9KC-
peccusi MOXeT OBbITh SIpKOoii). Takoke TOJIKHBI OBITh OLie-
HEHBI TaKMe BakHbIe Mapkepbl, Kak CD81 u CD117.
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B 2017 . MexXXImyHapOOHBIMU aCCOLIMALISIMU U pabo-
YUMHU TPYHIIaMU OB TIPEII0XKEHBI TTAHEIN W KIOHBI
MOHOKJIOHAJIBHBIX aHTUTEI TSI AUATHOCTUKHA 1 MOHUTO-
puHra MM. IlaHenu HauMHaOTCS ¢ 6a30BbIX AaHTUTEHOB
CD38, CD45, CD138, koTophle TO3BOJISTIOT BBIAECINTD BCE
IUTa3MaTuyeckue KiaeTku. Crienyrommii Habop aHTUTEN
K antureHam CD19, CD27, CD56, CD81, CD117 nomo-
raet oOHapyXHUTh yKe abeppaHTHbIE KJIeTKU. Eciu aToro
OymeT HeIOCTAaTOYHO, HEOOXOIMMO OLIEHMBATh ITUTOILIA3-
MaTudeckue cBoooaHkble terkue tenu Cylgk, Cylgh, ko-
TOPBIE OKOHYATEILHO IMTOKAXKYT, €CTh JIM MOHOTUITMIHOCTD
WIN TIOJUTHITAYHOCTh O0HAPYKECHHBIX TUIA3MaTHIECKIX
KJIeToK. B cranmapTHOI cHTyalum OyaeT JOCTaTOYHO
1 mpo6upku ¢ 10 anTUTeamMu K 10 aHTUTEHAM, KOTOPbIe
MTO3BOJISIT TP depeHIINPOBATh HOPMaIbHBIEC I AaHOMAJTh-
HBIE TIIa3MaTUIeCKHE KICTKH.

O6mmue peKOMEHIAINM cleayiomne. MarepraaioMm
nnst mouutopuara MOB sBisiercst acmupaT KOCTHOTO
MO03Ta, 00s13aTeIbHO 1-51 mopLus 10 1 Mi1, TaK KakK pa3Hu-
I1a B KOJMYECTBE IUIA3MAaTUICCKUX KIIETOK MOXET OBITh
1o 10 pa3. DTo oYeHb BaxKHO HE Ha ATare IMarHOCTUKU,
a MMeHHO Juts onipeneneHnst MOB, Korma nMmeer 3HaYeHUE
MaJtoe KOJIMYECTBO IUIa3MaTHIeCKUX KJIeToK. [IpoBoanTh
uccienosanne MOB HeoOXooMMO B COCTOSIHUU ITOJIHOM
peMuccun 3ab0eBaHNsI, HET CMbICIa ucciaeaoBatb MOb
OpY YaCTUYHOM MJIA OYE€Hb XOPOLIE YACTUIHOM PEMUC-
cuu. Baxxnas BpeMeHHAas Touka onpenenennss MOB ripu
MMPOBEACHUN KOHCOJIMIAINY BEICOKOIO3HOM XUMHUOTEPa-
e ¢ TpaHcmaaHTauueit — +100-if meHb Tocie TpaHc-
wranTanun. ClieayeT MCIOb30BaTh B Ka4eCTBE aHTH-
koarysstHTa D TA (3THIeHIMaMUHTETPAyKCYCHYIO KICITO-
Ty), TaK KaK TelapuH IIPUBOIUT K CHIDKCHUIO, CITyIINBA-
Huo antureHa CD138 Ha mra3MaTWYecKHUX KJIEeTKaXx.
He pekoMeHmyeTcs XpaHUTb acIIMpaT KOCTHOTO MO3ra
B XOJIOOUJILHHUKE, ITIOCKOJIBKY TAKXKE ITPOUCXOMUT CIIYII-
Banue antureHa CD138 ¢ moBepXHOCTH TUTA3MAaTHYECKIX
KJeTokK. JlomyckaeTcss xpaHeHue 01Moo0pa3LoB 1 cyT npu
KOMHATHOI TeMmIiepatype. B ciydae mmutenbHOI TpaH-
CIIOPTUPOBKU WM XpaHEHUs] HEOOXOINMO OIIPEICINTD
KOJIMIECTBO KU3HECITOCOOHBIX KJIETOK, IIPEABAPUTEIILHO
okpaiuuBas obpaszen; 7-AAD (7-aMMHOAKTUHOMULIMHOM
D). Tpu Hanmmuum <85 % KU3HECTOCOOHBIX KIIETOK Ma-
TepHaJl IPU3HACTCA HEIIPUTOIHBIM TSI MCCIICIOBAHMSI.
CornacHO MeXIyHapOIHBIM PeKOMEHIAIMSIM HEOOXOIM -
MBIM ITOPOTOM UyBCTBUTEIBHOCTH LIMTOMETPHH SIBJIICTCS
10~4—10-°. Yro0OBI ZOCTNYB TPEOYEMOI YyBCTBUTEILHOCTH,
HEe00XO0IMMO TTPOaHATTU3NPOBATh 2—5 MITH COOBITHIA KJle-
TOK B oOpas3lie.

Ha ocHOBaHMM COBpeMEHHBIX peKOMEHIAIINIA pa3pa-
6oraHa 11-11BeTHas ITaHeIb AaHTUTE, B Hee MHTETPUPOBaA-
Hbl 7-AAD u aHTUTeNa K ¥ 1 A. B HacTosiiee Bpemst uc-
ITOJIB3YETCSI COBPEeMEHHAsI TapreTHasI Teparusi, KoTopast
JTOJKHA OBITh YKa3aHa B HAIIPABIICHUH Ha MCCIICIOBaHME.
Ecim mpoBommiiack Teparms napaTyMmymMadoM — MOHOKJIO-
HaJIbHBIM aHTUTENIOM K aHTureHy CD38, mpensarcTBymm
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CBSI3BIBAHMIO TMATHOCTUYECKUX MOHOKJIOHAJIbHBIX aHTH-
TeJl, peKOMEHIYEeTCS MCIIOJIb30BaTh IMOJIMKIOHAIbHBIN
CD38; mpu ero OTCYTCTBUM ITPUMEHSIIOTCS aHTUTEJIA aH-
tn-CD319, -CD54, -CD229. Kputepuu ycraHoBiIeHUs
abeppaHTHOCTHU TIA3MATUYECKHUX KJIETOK: DKCIIPECCHU
TOJBKO OTHOU a0eppaHTHOCTH HEZOCTATOYHO, MTOJKHEI
OBITH 2 U OoJice abeppaHTHRIX aHTUTEHA Ha TUIa3MaTHde-
CKUX KJIETKaX, B CLIOPHBIX CJIyJastX 00s13aTeIIGHO ITONTBEPK-
JIIeHNEe KIOHAJTBHOCTH (MOHO- WUIM ITOJMKJIOHATBLHOCTH)
mo k u A. HopManpHBIE TUTa3MaTIecKue KJIETKA MOTYT
MIPOJIEMOHCTPUPOBATh (PEHOTUN aHOMAJIbHBIX KJIETOK.
Y 3nopoBoro uenoBeka B 60 % ciydyaeB MOXHO OIpe/e-
JIUTH Ma3Maruyeckue kiaetku CD197CD56-, B 30 % ciy-
yaeB — CD19-CD56-, B 3 % ciyyaeB — CCD19"CD56",
B 10 % — CD19-CD56". Ilocie BBICOKOZO3HON XUMHO-
Tepanuu 10 1 roga OTCYTCTBYIOT HOPMaIbHBIE TTOJTUKIIO-
HaJIbHBIE T1a3MaTndeckue kiaetku CD19- u CD56%, uro
ITOMOTaeT OIPEAesISITh 3aBeIOMO abeppaHTHBIC TIa3MaTH-
yecKue KiIeTKd. IlaTororndyeckre MMMYHOTJIOOYIMHBI
MOTYT IUPKYJIUPOBATh B KPOBU HOJITOE€ BPEeMSI IOCTE
XUMUOTEPAITNY TIPU OTCYTCTBUM aOepPaHTHBIX TIa3MaTH -
YeCKUX KJIETOK.

MOB-HeraTuBHOCTb MOXKET OBITh CBSI3aHA C TEM, UTO
HCCIIeIOBAaHHBIN 00pa3ell He OTpaXkaeT COCTOSTHIE KOCTHO-
IO MO3Tra B 1IeJIOM 1 HAJIMYKME SKCTpaMENyJUISIPHBIX IIJIa3-
MoumToM. O4eHb BasKHBIM ITapaMeTPOM SIBISIETCS TyBCT-
BUTEJBHOCTD, KOTOpas AoJukHa ObITh He MeHee 0,001 %,
HeoOxommMmo HaiTh He MeHee 20 KJIETOK Ha 2 MJIH COOBI-
tnii. Ecm mpu aHamm3e oOHapy:KMBaeTCs OIS U3
20 1 6oisiee abeppaHTHBIX TUIA3MATUICCKUX KIIETOK, pe-
3yJIbTAT CYMTACTCS TMOJOXUTENbHBIM. Ecu KoamdaecTBo
KJeTok cocTaBisgeT <20, pe3ynasraTt cuuraercss MObB-ot-
pUIIATEILHBIM, 1 B 3TOM CJIydae HeoOXOmmmMa OIIeHKA JyB-
CTBUTEIBHOCTH, KOTOPAsI 3aBUCHUT OT KOJIMYESCTBA ITPOCUH-
TaHHBIX KJIETOK, KOTOPHIX JTOJDKHO OBITh HE MEHEEe 2 MITH.
Ecnmn MOBDB He BhIsIBIeHa, TO 00S13aTeJIbHO OLIEHMBAETCS
M KadecTBO 00pa3iia. Takue Ipru3HaKM, KaK HU3Kasl Kie-
TOYHOCTb, CHUIbHOE pa3BelcHUe MeprudepruIecKoit Kpo-
BBIO, HAIMUME CTYCTKOB, XpaHeHUE Oosee 48 4, memaior
pe3yabTaT HeBAJIUIHBIM U TPEOYIOT B3SITUS ITOBTOPHOI
mpo6sl. Ecim KagecTBO 0Opa3iia xopoiiee, ITpoaHaTu31-
POBaHO HEe MeHee 2 MJTH COOBITHIA, TO MOXXHO CUMTATh, 9YTO
B IIpeesiax MMeIoIeiicst uyBcTBuTeIbHOCT MOB-cTatyc
OTpULIATEIIBHBIN.

B HecKOIBKIX XOPOIIIO U3BECTHBIX Pa3HBIX HCCIICIO0-
BaHWSIX YCTAHOBJIEHA ITPOTHOCTUYECKAsT 3HAYMMOCTD OITpe-
nenennst MOB-craryca Ha +100-ii IeHb TTocIIe TpaHCTUTaH-
TaIy. DTOT CTATYC SBJISIETCS XOPOIIIo Trh(GepeHIMPYIOIIM
CyppOTaTHBIM (haKTOPOM, OTIIPEACIISIONINM BBIKIBAEMOCTD
W pa3IeIISIIOIINM TPYIIIHI TTAIEHTOB 110 BEPOSITHOCTH Pa3-
BUTHS perraymBa. Takke 3Ta BpeMeHHast Touka (+100-i1 qeHb)
COXpaHsIeT CBOe 3HaueHUe 1 i onpeneiaeHnss MOB meto-
1moMm NGS, paBHO3HAaYHBIM COBPEMEHHOI IIPOTOYHOM ITH -
ToMeTpHH. B 3aKiIF0UeHIM yKa3bIBAIOTCS TTaHEe b, KOTOPYIO
HCCIICIOBAJIN, 00S3aTeNIBHO C LIETISIMA K M A, KOJTUIECTBO
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IIPOCYNTAHHBIX COOBITUI 1 0OHAPYKEHHBIX TIa3MaTIeC-
KHX KJIETOK (B aOCOJIOTHBIX 3HAUYCHMSX W B MPOIICHTaX
OT BCEX COOBITHIN), TIPOIICHT a0ePPAHTHBIX KJIIETOK OT BCEX
IUIa3MaTHYECKUX KJIETOK M OT BCeX KIIeTOK. O0sI3aTeIbHO
YKa3bIBAaeTCS IyBCTBUTEILHOCTD, KOTOPAs ITOATBEPKIACT,
YTO MOJYIYECHHBIN pe3yJIbTaT BaJIUICH.

PesynbraThl COOCTBEHHBIX MCCAEN0OBAHUIA, OITyOIMKO-
BaHBIC B OTCUYECTBEHHBIX M MEXIYHAPOMHBIX XypHajiax,
ITOKA3bIBAIOT, YTO M3 TPYIIIT MALIMEHTOB C OIpeaeIcHIEM
MOB no, Bo BpeMsI U TTOCIe TPaHCIUIAHTALINH IIPOTHOCTH -
YeCK1 HanboJtee 01aronpusTHasI TpyIiia — 3TO HallMeHTHI
c orcyrctBueM MOB 1o 1 mocite TpaHcrurantamun. Bepo-
SITHOCTP Pa3BUTHUS UMMYHOXMMUYIECKOTO PEIIANBA B 3TOU
rpyrnre MuHUManbHa. CTaHAAPTHBIE TTOAXOABI K OLIEHKE
ITOJTHOM pemuccu MM OCHOBBIBAIOTCSI Ha pe3ysIbraTax
HUMMYHOXNMHUYECKOTO, MOP(OIOTUIECKOTO MCCenoBa-
auit, [19T/KT, KoMIIbI0TepHOI 1 MATHUTHO-PE30HAHCHOM
ToMorpadpun. MeTon MPOTOYHON LIMTOMETPUN — OIMH
13 OCHOBHEBIX JTA0OPATOPHBIX METOIOB, TTO3BOJISIIOIINX BbI-
SIBJIITh MUHUMAJIBHOE KOJIMIECTBO OCTATOYHBIX MUEIOM-
HBIX TUIa3MAaTHYECKNX KIIETOK, IMPAKTUIECKN Ha YPOBHE
MOJIEKYJISIPHO-0MOJIOTMYECKOM IyBCTBUTEILHOCTH B KOCT-
HOM MO3Te.

Onenka MOB sBisieTcss BaXXHBIM KPUTECPHEM IS
ycTaHOBJIEHMsI TTyOuHBI pemuccuu. B 2011 n 2016 rr. ObI-
JIV TOTIOTHEHBI TTOHSATHS MOJIEKYJISIDHOM 1 UMMYHO(EHO-
TUITMYECKON IMOJHON PEMHCCUM, KOTHa OIIpelesicHHe
MOB BeITONHSIETCST METOOOM ITOJIUMEPA3HOM IIeITHOM
peaKIIy 1 IPOTOYHOM ImToMeTprr. K TOCTOMHCTBaM Me-
TOIA TIPOTOYHOU IIUTOMETPUU OTHOCSTCS BO3MOXKHOCTD
WISHTU(PUKAINN BCEX TIa3MAaTUUECKNX KIIETOK — HOP-
MaJIbHBIX ¥ aHOMAaJIbHBIX, XapaKTepUCTUKA MHEJIOMHBIX
KJIETOK, aHAJIN3 OOJIBIIIOTO KOJIMYECTBA KJIETOK B 00pasIle,
KOJMYECTBEHHBIN Pe3yIbTaT MCCICHOBAHMS, TPUMEHU-
MOCTb MeTO/Ia B OOJTBIIMHCTBE cirydaeB MM. OnpeneneHne
MOB Ha +100-ii meHb ITocIe TpaHCIUIAHTAIIUN UCIIOIb3Y-
€TCsI B KIIMHUYECKOM IMPaKTHUKE JJIST CTPaTH(hUKAITAN AT~
€HTOB Ha TPYIIITHI pHCKa ITOC]Ie TPAHCIDIAHTALIMK 1 TIPOTHO-
3a. /g ouenk MOB ripy MM HeoOX0aUMBI TIpaBUIIbHAS
cTpaTrervs TeTHPOBaHMS, 3HAHNE UMMYHO(DEHOTHIIA HOP-
MaJIbHBIX M aOeppaHTHBIX IUIA3MaTUIECKUX KIIETOK, KOp-
peKTHas TPOOOITOATOTOBKA M KOPPEKTHBIN MpeaHaTuTH-
YeCKHUI 3TaIl, HEOOXOIMMOCTh IMPUMEHSTH IMUPOKYIO
IMaHeJIb MOHOKJIOHAJIBHEIX aHTUTeI. [paMoTHast padbora
Ha KaXXIOM STalle aHaJIM3a MO3BOJIUT ITPOBOAUTH TOUHBIN
W JOCTOBEPHEBIIT aHAJIN3, TIOTy9aTh TOUHBIN Pe3y/IBTaT v IIPO-
THO3MPOBATh TeUCHNE 3a00JIeBaHNS B JATbHEHUIIIEM.

Tepanmuu 1-i1 tuaun MM ObLT MOCBSIEH AOKJIAM
I1.A. 3eiinanosoii. [IpencrasieHa ncTopmaeckasl CripaBka
0 Pa3BUTHH IMATHOCTUKHU 1 BOSMOXHOCTEH JieueHIsT MM,
B TOM YHCJIC O BKJIA[e OT€YSCTBEHHBIX YUCHBIX B OTKPBITHE
¥ BHEIpEHNE CapKoJIM3MHa B iedeHrne MM u tumdorpo-
JMdepaTHBHBIX 3a00JI¢BaHIIA.

B Hacrosimiee Bpemst BHeIpeHUE B TIPAKTUKY COBPE-
MEHHBIX IIPeIlapaToB, TAKNX KaK OOPTE30MMUO 1 JICHAIH-
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JTIOMU, BO3MOXKHOCTH BBITIOTHEHUSI ayTOJIOTMYHOM TpaHC-
IUTAHTAIIMU TTO3BOJISIIOT IMallMEHTaM TOCTUYb BBICOKMX
noka3zateneit BBIT u OB, yBennumBast nx mouTu B 2 pa3sa.
Ilepsbie ycriexu B Tepanu MM cBsI3aHBI ¢ BHEAPECHUEM
B 60-x rogax XX B. aIKMJIMPYIOIIMX IIPENapaToB, 3aTeM I10-
SIBJICH BEICOKOIO3HBIE PEXKMMBI, O1c(OChOHATHI, BO3MOXK-
HOCTP BBITOJIHUTD ayTOJIOTMYHYIO TpaHCIUIaHTALMIO. B Ha-
CTOSI11Iee BpEMSI MCIOMb3YIOTCSI TPUILIETHI B KOMOMHALIUU
C MOHOKJIOHAJIbHBIMM aHTUTEJIaMU, MTHHOBAILIMOHHEIE TIOM-
xomnpl ¢ mpuMeHeHneM CAR-T-texHomoruii. Tem He MeHee
6oee 50 % maLMEHTOB ¢ MEPBUYHOM MUEIOMOM YMUPAIOT
B IIepBBIC 5 JIeT ¢ MOMEHTA IIOCTAHOBKM AMArHO3A.

IlepBuuHbie 601bHBIE MM MOTYT paccMaTpUBaThCS
KaK KaHAWZATHl (MM He KaHOWIATHI) Ha IIPOBEICHUE
TpaHCIUIaHTamuu. 1t 1-if TMHIY WHAYKIIMOHHOU Tepa-
MUY KaHIUIATOB Ha TIPOBEACHNE TPAaHCIUIAHTALINHT 3apy-
OeXHBIe TTapTHEPBI, COTIIacHO pekoMeHmauusmM ESMO
(European Society for Medical Oncology), UCTIOTB3YIOT
TPUIUIETHI ¢ BHEAPECHNEM MOHOKIIOHAIBHBIX aHTUTET —
pexum Dara-VTd (mapatymyma0, 60pTe30MI0, TATMIOMIII,
JIleKcaMeTa30H). B Hallleil cTpaHe MCIIONB3YIOTCS PEXXMMBI
VCd (6oprezommd, mmkiiodochamu, fekcameraszoH) u VRd
(6opTe30Mu0, JEeHATUIOMUI, AeKCAMETa30H), MO3BOJISI-
OIIME JOCTUTATh ITOJTHOTO OTBETA, COOMPATh FEMOITO3THYE-
CKHE CTBOJIOBBIC KJICTKM W BBHITIOJTHSITH ayTOJOTUIHYIO
TpaHcIUaHTauuo. Jist nauueHtoB ¢ MM, Kak 1 U1 nauu-
€HTOB C JIEMKO3aMU, OYCHB JXeJIaTeJIbHBI I PeKOMEHIOBAaHEI
TIIATEIbHOE 0OCIICIOBAHNE 1 BHIITOJTHCHUE [IMTOTCHETIYIC-
CKOTO UCCJICIOBAaHMS He TIPU Pa3BUTHM PEIIUINBA, a Y TIep-
BUYHBIX OOJIBHBIX. J1J1s1 TTpaBmiibHOTO KOHTpOosIst MOB a6ep-
paHTHBIN (DEHOTHII XeIaTeTbHO OIPEIEISITh B MCXOTHOM
WMMYyHOTpaMMe. DTO He BIIMSCT Ha BEIOOP TAKTUKY TEPAITH,
HO BJIMSIET HA OTJAJIEHHbIE aCMIEKThI, UCTIOJIb3YEMBbIE B Jieue-
HUU PELIUIMBOB, U UTPAET BAXKHYIO POJib.

Brimenenue rpynm pucka Io3BoJjIsIeT IMogo0paTh MoI-
JIEP>KUBAOIIIYIO TEPAIIMIO B TEUSHME 2 JIET WIIH IO TIPOTpec-
cupoBaHus. B rpynrme ctaHgapTHOro pyucka MPUMEHSIOT
JICHATMIOMMUI, B TPYIIIIe BBICOKOTO PHCKa — OOPTE30MU0.
BospacTHbIe paMKu ceiiyac pacIIMpeHbI, M IaMeHTHI
70 jIeT TIpM XOpoIeM O0IIeCOMAaTHIECKOM CTaTyCce MOTYT
OBbITh paccMOTpeHbI 11 ayTo-TKM.

st TManmMeHTOB, He SIBIISIOIIMXCS KaHIMIaTaMu
Ha TpaHCIUTAHTALINIO, Tepanysl |- TMHUY BKITIOYaeT TPH-
IUIETHI Ha OCHOBe pexXxnMoB Dara-Rd ninu Dara-VMP (ma-
patymymab, 6oprte3omMud, MenadaiaH, MPEeIHU30JIOH).
OdeHb BakeH KOHTPOJIb Hall 3a00JIeBaHUEM, KeIaTeIbHO
nMeTb MObB-oTpuliaTeIbHyI0 peMUCCHIO 0 Hadalia coopa
TEeMOTIOATUICCKUX CTBOJIOBBIX KJIETOK 1 4epe3 100 mHeit
nocyie ayto-TKM. Crnenyet BHITTOJIHUTS 1-10 JIMHUIO B TTOJT-
HOM 00BbeMe, YTOOBI TOCTHYD IOJTHBIX peMUCCHii. JlaHHbII
ITOCTYJIAT OTHOCUTCS He TOJIbKO K MM, HO 1 KO BCEM JINM-
¢do- n MuenonpompepaTUBHLIM 3a00sIeBaHUSIM. JloCcTH-
JXEHUE PEe3YJIBTaTOB TIPH KaXIOM ITOCIeAYIOMEe JIMHII
Tepany Bce CIIOXHEE U CJIOXKHEe, a y malnreHToB ¢ MM
B KOHEYHOM UTOTE (DOPMUPYETCS Pe3UCTEHTHOCTD. «30JI0TOM

4
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craHgapT> wist aedeHus sumdom R-CHOP (putykcnmao,
nukiIohochamMua, TOKCOPYOUIIMH, BUHKPUCTHH, TIPEI-
HM30J0H) He mnpumeHsercas npu MM. Ho ecau
nio aHasyioruu ¢ R-CHOP mng mumdom mist MM pacematpu-
Batb pexxuM Dara-Rd, To wacrora o6111ero otBeTa 10CTHTa-
et npaktudyecku 100 %. HazHaueHre MOHOKJIOHAIBHOTO
aHTHUTeJIa JapaTyMyMa0 Ha paHHMX 3Tarax IMO3BOJISIET J0-
CTHYb 0oJiee TIYOOKMX IJTUTEIBHBIX PEMUCCHI, U 3TO
eIMHCTBeHHAas KoMOMHalusl, Kotopas gaet MOB-oTtpu-
mareabHbIe pemuccun. CD38 — omHa U3 KITIOYEBBIX MOJIe-
KyJ B rmaroreHeze MM, skcripeccupyercs Ha 100 % orry-
XOJIEBBIX KJIETOK. MeXaHN3M JAeiCTBHS IIperapaTa XOpoIIio
M3BECTEH — 3TO MMMYHOOIIOCPEIOBaHHASI aKTUBHOCTD,
MIpsIMOE TTPOTUBOOITYX0JIEBOE ¥ MMMYHOMOIYJIMPYIOIIee
meiicTBusI. BaXXHBIM HOIMOJHUTEIBHBIM MEXaHU3MOM
JIEWCTBUS SIBJISIETCST YMEHBIIIEHIE 0UaroB IeCTPYKIINH IIPHU
MM. [o 2022 r. 66110 0go0OpeHo 7 ToKa3aHWi IIsT UC-
ITOJIb30BAaHMs TIperapara B 1-il IMHUU, IPU PeIlUIUBaX
7 B MOHOpEXMMeE. B HacTosiIee BpeMst 3aperucTpupOBaHa
dopma I MOAKOXHOTO BBeACHUS. ECTh OIBIT MCTIONB-
30BaHus pexkuMma Dara-Rd B 1-ii ntuHMu Tepanuu mauu-
eHTOB ¢ MM, HauMHAasI ¢ BHYTPUBEHHOTO BBEACHUS Japa-
TyMyMaba ¢ JOCTIKEHHEM OYE€Hb XOPOIIeTO YJACTUIHOTO
OTBeTa M IIPOIOJIKask IPUMEeHEHNEM TTOIKOXHOM (hOPMEBI
npenapara. [Tocie 2023 . ucnonb3oBaHue JapaTyMmymata
y TIAIIMEHTOB C TJICIOMIECH MHEIIOMOM 1 TIPY aMUJIOMI03¢
TOXe OymeT moctyrmHo. [IpuMeHeHre Y TTOXWIIBIX TTallieH-
ToB pexkuma Dara-Rd mo3Bosister 1ocTuab MeaMaHbI BbI-
xkuBaemoctu 61,9 Mec, 4To B 2 pa3a IpeBbIIIAET PE3Yilb-
TaThbl JeyeHus no cxeme Dara-VMP.

Ompenenenne MOB 06s13aTeIbHO TP MOHUTOPUHTE
OTBeTa Ha Tepanuio MM, ocoOOeHHO y MallMeHTOB, SIBJISI-
IOIIUXCS KaHAUAaTaMM IIJI TIPOBEICHUS TpaHCIUIaHTa-
. MOB-HeraTuBHOCTD IIPU MCIIOJIB30BAaHUY TPUTLIICTA
¢ mapaTyMyMaOOM JTOCTHUTAeTCs B 3 pasa Jaillle 1o CpaBHe-
HUIO CO cTaHAapTHbIMU pexumamu (31 % nporus 10 %).
B nccnenosanuu MAYO pexum Dara-Rd mpu mepuone
HaOmoaeHusT >65 Mec MPOAEMOHCTPUPOBAIL CTOMKUIA
MOB-oTpunaTebHBIM pe3yabTaT IPU Pa3HBIX CPOKAX
anann3a. Or MObB-oTpuIIaTeIbHOTO cTaTyca 3aBUCHUT
n OB. Ilpu ncnonp3oBanuu pexxnma Dara-Rd Mennana
OB ne 6bu1a mocTurHYTa. Ha (poHe Tepanuu mmo craHmapt-
HBIM pexkuMaM MOB-HeraTuBHOCTB TOXKE MOXKET TOCTH-
raTbCsI, HO C TEUCHHEM BPEMEHM HEPEIKO IePEeXOIUT
B MOB-1103UTUBHOCTS.

[Mpu aHanM3e MOATPYIII MALIMEHTOB IO BO3PaCTy ObI-
JIO TI0Ka3aHO, YTO IOJIS MAllMEHTOB cTapiie 75 JIeT, mo-
CPOYHO TIPEKPATUBIINX JIeYeHNE, OblIa HIDKE B TPYIIIE
Dara-Rd, yem B rpynme Rd. ITokasatean BBIT nu OB
B 3TOI BO3pACTHOM IpymIle TaKKe OBUTH JIYYIIe IIPH HC-
noyib3oBaHun Dara-Rd, yuem mpu npumenennu Rd. AHa-
mu3 BBII B moarpymnmnax mauyMeHTOB, BKJIIOYasl TPyNmy
BBICOKOT'O IIUTOT€HETUISCKOTO pUCKA, TAKKE IIPOIEMOH-
CTPHUPOBAJ JIYIIIE pe3yJbTaThl, B TOM YHMCJIe TIIyOUHY
OTBeTa, 4acToTy obuiero orBeta 1 MOB-HeraTuBHOCTS,
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Ha ¢oHe Tpumiera. BBII B rpymnmax mepecMOTpeHHOTO
LIMTOTEHETUYECKOTO pUCKa TakXke Obliaa BbILIE MPU UC-
MOJIb30BaHUM TpUITIeTa. AHanmM3 yactoThl MOB-oTpuia-
TEJIbHOTO CTaTyca B MOATPYMIIaX BLICOKOTO LIUTOTEHETH-
YEeCKOr0 pUCKa aHAJOTMYHO OBbLI B MOJb3Y TPUILIETA.
Hoctxenuss MOB-oTpuaTeIbHOTO cTaTyca HeooCTa-
TOYHO, BaXKHO yriyOuTh oTBeT. [lpu aHanmu3e nMHaMUKKU
OTBeTa OBIJIO TTOKA3aHo, 4TO ¢ TedyeHueM BpeMeHn MOB-
OTpHULIATEbHBIN OTBET COXPAHSIETCS U YIITyOJIsIeTCS.

IIpu nosiBAEHWM HOBBIX MpenapaToB MpHU JIEUEHUU
MalMeHTOB, 0COOEHHO BO3PACTHBIX, HEOOXOAMMO aHAIM -
3UpOBaTh HeXeJlaTeJbHblE SIBJCHUS M MJIaHUPOBATb
neictBus. JlapatymymMad mpoaeMOHCTPUPOBaAJ 10CTaTOY-
HO YIpaBJsieMblil TpoGUIb TOKCUYHOCTU, CAMbIM BaXK-
HBIM OCJIOXHEHHEeM OblUTa TTHeBMOHUSA. C HavajioM Ipo-
rpaMMHOM Tepanuu HEeOOXOAMMO 3apaHee IMIaHWpPOBaThb
BECbh 00bEM MEPONPUSITUIA: aHTUOAKTEPUATBHYIO U TIPO-
TUBOTPUOKOBYIO TEPAIMMUIO.

B Kitmnnueckom rocnutaie «JlanmmHo» umeercs coo-
CTBEHHBII OIIBIT IPUMEHEHUS JapaTyMmyMaba y 8 mepBud-
HbIX MALMEHTOB, U3HAYAJIbHO HE pacCl€HMBABIIMXCS KaK
kaHauaaTel ajist ayto-TKM. Becem manpmeHTaM ObLI10 TIpo-
BedeHo jJeueHue nmo cxeme Dara-Rd, y Bcex mauueHToOB
rorydeHbl MOB-oTpuiateibHast peMuccHsi, BRIpaskeHHBI
KJIMHUYECKUN OTBET C KOHTPOJIeM 0O0JIEBOTO CMHIpOMa
W APYTUX MPOSIBJIEHU 00JIE3HU, YTO TTO3BOJIMIIO BEPHYTh-
¢s1 K 00CY>KAEH1IO BO3MOXXHOCTHY BBITIOJIHEHWS TPAHCTLIaH-
Tauuu. [AByM mauuMeHTaM MpOBeleHa TpaHCIIaHTalus,
B HaCTOsI1lIee BpeMsI OHU TTPOAOJIKAIOT TEPAIUIO.

Hogble npemnaparsbl, B TOM YKCIIe JapaTymyma0, siBjisi-
I0TCSl HEOThEMJIEMOI YaCThIO TEpAINUU MALMEHTOB C BIIep-
BbIe IMarHOCTUpoBaHHOK MM. /ISt HOCTMXKEHUSI MaKCH-
MaJbHO OBICTpOTO 3(P(PeKkTa HEOOXOAUMO MPUMEHEHNE
MpenaparoB Ha 0oJjiee paHHUX Tanax. HazHaueHue npe-
rnapaTa B peajbHON KJIMHUYECKON MPAKTUKE MOJHOCTHIO
COOTBETCTBYET JAHHBIM KJIMHUYECKUX UCCIAEA0BAHUM.

Tema neueHuss MM Oblia IpoAoJKEHA B JOKJale
C.B. Cemoukuna «Tepamnus peliIUBOB MHOXECTBEHHOM
MMEIOMBI B peaJIbHOM KIIMHUYECKOM MpakTruke». YTo cie-
JyeT MPUHUMAaTb BO BHUMaHUE MpY BbIOOpE Tepanuu pe-
muauBa MM? Tlpexae Bcero 3To 0COOEHHOCTU CaMOTo
MaluMeHTa: BO3pAcT, HAJIMYME COMYTCTBYIOLIMX 3a00J1eBa-
HUU ¥ TaKO¥ BaXXHBIN ITapaMeTp, KaK «XpyIIKOCTh» (Ha-
MpUMep, NalUEHTbI, KOTOPbIE MOTYT UM HE MOTYT IO/ -
HSTBCSA Ha 2- 3TaX IEIIKOM, ITO-pa3HOMY ITepeHecyT
Tepanuio). Heo0XoanmMo yanTeIBaTh 0COOEHHOCTH O0JIe3-
HU — PE3UCTEHTHOCTb K TEM WMJM MHBLIM IIperaparam,
a TakXe 0COOEHHOCTH COCTOSIHMSI — HACKOJIbKO COXpaHe-
Ha (yHKIIUS MOYEK, ECTh JIM MPOOJEMbI C KOCTSIMU, KOTO-
pble MPEISTCTBYIOT MOOMIBHOCTH TarimeHTa. CiaemayeT
OLIEHUTb PUCK, T. €. CHOBA BCTA€T BOIMPOC O LIUTOI€HETUKE.
Bo Bcex MexXXayHapOoaHbIX pEKOMEHIALIUSIX YETKO yKa3aHo,
YTO KeJIaTeJIbHO MPU KaKA0M peLIMAUBE 3a001€BaHus MO~
BTOPHO BHITIOJHSTH (PIYOPECHEHTHYIO THOPUAN3AIIAIO
in situ. Ilpu peuuaue MM yactb abeppanuii SIBISIIOTCS


https://creativecommons.org/licenses/by/4.0/

TOM4/VoL4

2024

MD-ONCO R

BTOPUYHBIMM, HaKarauBaloTcs B ToM yucie dell7p, my-
Taru TeHa TP53 (OHU MOSIBIISIIOTCS B XOI€ SBOJIIOLINHU
3a00J1eBaHMsI, He Bceraa B eOroTe 0ome3Hn). Takke HeoO-
XOOMMO IIPUHUMAaTh BO BHUMaHHE, KaKie TIperapaThl uc-
TOIB30BANINCH B IIPEAIICCTBYIONICH Tepartii, U YIUTHIBATH
YYBCTBUTEIHLHOCTH K HUM. Kpome Toro, Hy>KHO YINTHIBATh
OCOOCHHOCTH CTWJIS 3KM3HU IMareHTa (KaKue y HeTo Tpe-
0oBaHMs, YIOOHO JIM €My ITPHE3KaTh B KITMHUKY, MOXET JIN
OH HECKOJIbKO YacOB B Hell HAXOMWUTHCS M T. 1I.), a TAKKE,
€CTb JI1 HOPMAaJTbHBII BHYTPUBEHHBII TOCTYII.

Ha ocHoBaHMM BCeTo IepeYncIIeHHOTO BEIOMPAETCST Te-
panusi 1151 naluMeHTa, KoTopasi OyieT MakCMMalibHO 3 dex-
TUBHOU U 00J1afaroieii MUHUMAITbHON TOKCUYHOCTBIO.

C y4eToM BceX KIIMHUYECKIX PEKOMEHIAIINIA, BBIIIICT -
IINX 3a MocjieqHre 2—3 romga, BEIOOP TaKTUKU TepaIlnin
peuuauBa MM npencraBisieTcsl CleAyIOLIMM 00pa3oM.
ITockonbKy OOJIBIIMHCTBO MALMEHTOB B 1-i1 TIMHUM Tepa-
MUY NOJIy4aloT 00PTEe30MUOCOAEPKAIIUE CXEMBI, TO TIPU
IIepBOM pEIMANBE JICUCHUE OyIeT IOCTPOCHO Ha OCHOBE
neHampomuaa. Cxema Dara-Rd namnbonee apdexkTuBHa
M TaeT OTJINYHEIC pe3y/IbraThl. Eciu B 1-1i TMHMM Teparmmn
pa3BUIIaCh pe3UCTEHTHOCTD K aHTH-CD38-anTuTenam, cie-
IIyeT MCTIOJIb30BaTh JIIOOBIE CXEMBI, KOTOPEIC ITTOCTPOSHBI Ha
JICHATMIOMUJIE W APYTUX IperapaTax. Ecim B 1-if tnaMN
ObLIa pealM30BaHa IMporpaMMa Ha OCHOBE JICHATMIOMUIIA,
TO BO 2-1i IMHUM HY>KHO Ha3HAYaTh CXEMBI, ITOCTPOCHHBIC
Ha MTHTHOMTOPAX MPOTEacOM C BKIIIOYEHNEM MOHOKJIOHAb-
HeIx aHTuTell. Cxema VRd akTBHO BHeApsieTcs B 1-10 -
HMIO Tepaltiil, 0COOCHHO YacTO OHA IIPUMEHSIETCS Y TTAllUeH-
TOB, KOTOPHIE SIBIISTIOTCSI KAHIMIATAMI Ha TPAHCIUIAHTALIHIO.
Ipu mcIoMb30BaHUM 3TOM CXEMBI JOCTUTAIOTCS PEMICCHH,
KOTOpBIe MOXXHO KOHCOJIMINPOBATH C TIOMOIIBIO BEICOKO-
JTO3HOM XMMUOTEPpaITiy 1 TpaHcIDIaHTa. OIHAaKo, eCITN
BO3HUKACT PEIUINB WM IIPOTPECCHSI B PaHHUE CPOKU
Tepanmuu (KaHAWOAT C ABOMHON pedpaKTEepHOCTHIO),
TO TIPH ITIEPBOM PELIUINBE MOKHO HMCIIOIh30BaTh MOHOKIIO-
HaJIbHBIC aHTUTEIIA, a B KA4eCTBE IIaT(POPMBI — CXeMBI Ha
ocHoBe Kd (kapbunzomnod, nekcamera3oH): Isa-Kd, Dara-
Kd. B npoekTte poccuiicKux KITMHNISCKUX peKOMEHIAITI
MIPUHIIUITNATGHO HOBEIMM M3MEHECHUSIMU SBIISTIOTCS 3TU
2 soBele cxeMbl (Isa-Kd, Dara-Kd), n x cxeme Elo-Pd
nobasnsgerca cxema Isa-Pd. Cxembr Dara-Pd moka et
B KJIMHUYECKUX PEKOMEHIALHUAX B CBA3U C OXUIAHUEM
PETUCTPAIIN IOIKOXHOM (DOpMBI TapaTymymaoa.

I1pu nepBoM peunauBse nocjiae 6opTe3oMudcoaepxkKa-
IIUX IIPOTPaMM PacCMaTPUBAIOTCS 4 CXEMBI, N3ydaeMbIe
B 4 uccnenoBanusx: KRd (kapdmizomMu®d, 1eHaIuooMuz,
nmekcameta3oH)/Rd (ASPIRE), Dara-Rd/Rd (POLLUX),
Ixa-Rd (ukcazomu6, neHanugomun, nekcamerason)/Rd
(TOURMALINE-MM), Elo-Rd (amoTy3yma0, neHamm-
nmommn, nekcamera3oH)/Rd (ELOQUMENT-2). U3 atux
KoMOuHauui cxema Dara-Rd — HanboJiee 4acTo UCIOJb-
3yeMast, MeaguaHa BBIT npu Tepanum coctaBnset 44 mec.
XoTs TIpu cpaBHeHHMU co cxemoil Rd pesympraTel Bcex
4 uccaenoBaHHBIX CXEM JOCTAaTOYHO OJIM3KHE, TTO3TOMY
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BCE OHU MOTYT IIPUMEHSITHCS. Pe3MCTEHTHOCTS K JICHATH -
IOMULY ITpXA Habope MperrapaToB, KOTOPHKIH ceifdac JOCTy-
IIeH, MOXHO pacCMaTpuUBaTh KaK OIHO M3 CaMbIX HeOJIa-
TONPUATHBIX OMOJIOTMYECKIX COOBITHIA.

Pe3ucreHTHOCTH K O0pTe30MUOYy HE TaK KPUTUYHA.
IIpu anammse wmccaemoBanmii POLLUX (Dara-Rd)
1 CASTOR (Dara-Vd) ormeuaercs pazauniia MenraHsl BBIT
B 3 pa3a B ITOJIB3Y IPMMEHEHMST JICHATMIOMUIA.

VY Kakux MalreHTOB MOXHO CYMTaTh UCTUHHOU pe-
dpakTepHOCTH K NeHaTunoMumy? MccienoBanme TPyIITBL
npodeccopa M.A. Dimopoulos MocBsIeHo aHaIu3y BiI-
STHUST pa3]IMYHBIX (DAKTOPOB MPEAIIECTBYIOIIETO JCUCHMS
Ha 3D GhEeKTUBHOCTh IPUMEHEHUS TIOMAIMIOMUIA 1 IeKCa-
MetazoHa (BBII) y mammeHTOB, KOTOpHIE paHee TTOoIydain
JeHamaomu. Jlo3a JieHaTMIOMIIa Ha MOMEHT IIpOTpec-
cupoBaHuA (5 MT Wian 25 MT) He BIMSAET Ha Pe3yJIbTaThL.
JmTeTbHOCTD Tepalliy JICHATMIOMUIOM NMEET 3HAUCHIE
IIJIST pe3YIBTaTOB. DTO I7T00ATbHAS XapaKTePUCTUKA YyBCT-
BUTEIbHOCTH K UMMYHOMOMYJISITOPaM: €CJT TTAlIMEeHT OBbLT
JIOJITO YYBCTBUTEJIEH K JICHAIUAOMUAY, OyAET JOJITO YyB-
CTBUTEJICH M K Momanuaomuny. I[lepepblB B JedeHUN
IO Ha3HAYCHUS IIOMaJTUIOMUAA Y O0JIBHOTO C TIPOTPECCH-
poBaHMEeM Ha (DOHE TePaITUH JICHATUAOMUIOM IT03BOJISICT
MMEJIOMHBIM KJIETKAM BOCCTAHOBUTH CBOIO YYBCTBUTEIIb-
HOCTb K IMMYHOMoOMyJIsiTopaM (>18 Mec mm <18 mec maet
100aTbHYI0 pa3HMILy). OCHOBHO# BEIBOJ M3 3TOTO MCCIIe-
IOBAHUSI — 1032 JICHATMIOMIIA He MMEeT 3HAUYCHMSI, €CITN
y TalMeHTa HabIromaeTcesl IIporpeccCupoBaHne Ha JII000I
IT03€, 3HAUUT Y HETO UMEETCST PE3UCTECHTHOCTb.

B uccrenoBannu CANDOR (Dara-Kd/Kd) y 46 %
MMaLreHToB nMen Mecto 1-i peramB MM, y okoso 30 % —
PE3UCTEHTHOCTH K JleHaaomMuny. [1pu Tepanum Tpurie-
toMm Dara-Kd mennana BBIT cocraBuna 28 mec mmpotus
15 mec ipu Teparu nio cxeme Kd. Mccnenosanne IKEMA
(Isa-Kd/Kd) mmeer 6mm3kuit qu3aifH, B HETO BKIIIOUCHBI
MMAIIMEHTHI C COMTOCTABUMBIMU XapaKTeprucTukamu. Yacro-
Ta TIIyOOKMX OTBETOB (CTPOTHX ITOJTHBIX M TTOJTHBIX) COCTa-
Bua 44 % (cxema Isa-Kd) mporus 20 % (Kd). I[pu oneH-
ke MOB B koctHOM Mo3re ¢ nmomouibpio Metoga NGS
6ompHBIe ¢ MOB-0TpHUIIaTeTEHBIM CTaTyCOM COCTaBWIIN
33 % nporus 15 %, nauuentol ¢ MObB-oTpuLaTEIbHBIM
CTaTycoM, Y KOTOPBIX ITOJTyIeH TOJHBIN oTBeT (0e3 1mp-
KYJIMPYIOIIETO TMaparpoTenna), — 26 % mporus 15 %.
Y yacTH IMaliMeHTOB MapanpoOTEeNH MOXET IIUPKYJINPOBATh
1o 3 Mec. Y malMeHTOB, Y KOTOPBIX CEKPEIINST COXpaHSIeT-
cs, uccnegoanne MODB B KOCTHOM MO3re HEOOXOTMMO
JIOTIOJTHSITH METOJAMM BU3yaIU3allii, B TIEPBYIO OUepeIb
[BT/KT. Ecmm MOB-HeraTuBHOCTB ITOJTy9eHA 110 2 TeX-
HOJIOTUSIM, 3HAYMMOCTBb 3TOTO TeCTa PEe3KO BO3pacTaeT.
Menuana BBIT nipu tepanum no cxemam Dara-Kd n Kd
cocTaBuia 36 1 19 Mec COOTBETCTBEHHO, T. €. PE3YJIbTaThl
nyuie, yeM B ucciaenosanu CANDOR.

[MaumeHTHI ¢ HapyIIeHHO# (OYHKIMEH ITOYeK (C K-
perHcoMm KpeatmHuHa <30 MJ/MWH) B MCCIeIOBaHUS
111 ¢a3sr He BkaouarTcsa. B uccnegoBanue IKEMA
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111 ¢a3bl BKII0YAIM MALMEHTOB C KIMPEHCOM KpeaTUHUHA
30—50 M1/MUH, T. €. CO CpEeAHETSIKEIION ITOYeIHOI Helo-
CTaTOYHOCTHIO. [10JTHBIN ITOYeUHEBII OTBET (CKOPOCTH KITy-
0604YKOBOI (huIsTpauu >60 MI/MUH) Y TAKUX MALIKEHTOB
B MCCJIeA0BaHUM ObLI JOCTUTHYT B 52 % npotus 31 % ciy-
4yaeB, a YCTOMYMBEIN ITOYCYHEIN OTBET (He MeHee 2 MeC) —
B 32 % npotuB 8 % city4yaeB npu Tepanuu 1o cxemam Isa-Kd
n Kd cooTBeTcTBEeHHO. DTO BaxKHBIM MOKA3aTeNb, TAK KaK
B OOJIBIIMHCTBE MCCIICIOBAaHMIT BOCCTAHOBJICHNE (DYHKIINHI
ITOYEK YETKO KOPEUTMPOBaJIO ¢ yiydmeHuem OB.

M3BecTHO, YTO MATKOTKAHHBIE TIA3MOIIUTOMBI, IME-
IOLLIME MECTO B Ie0I0Te OOE3HU, TIPU Teparuu 1-it TMHUN
OBICTPO pErpeccUpyloT. ¥ maluueHTa, MepeHecliero He-
CKOJTBKO JIMTHUH Tepanii, BOSHUKHOBEHNE MSATKOTKAHHOM
SKCTPaMEeAYJUISIPHOM TIJIa3MOIIMTOMBI aCCOLIMUPOBAHO
¢ moxum nporHo3om. B uccinemoBanuu IKEMA Takux
naureHToB B rpyrme Isa-Kd 66u10 12, B rpynme Kd — 7.
ITpu ncnonw3osanum tpurieta BBIT coctaBuna 19 mec,
IIPX 3TOM TOJIOBMHA MAIIMEHTOB JOCTUTJIA OTBETOB M UET-
BepTh MMAIUeHTOB — MOHON pemuccun ¢ MOB-oTpuiia-
TeJbHBIM OTBeTOM. JloOaBiieHne 3-ro mpemapaTa Bceraa
YBEIMIMBAET YaCTOTY HEXelaTeJIbHBIX siBJieHMit. JItoboe
AHTUTEJIO YBEJTMUUBACT YACTOTY MH(EKIIMOHHBIX OCIIOX-
HEHUI, MpeXae BCero MHEBMOHUI. B mcciemoBanum
IKEMA uyactoTta HexenaresbHbIX sBieHuit I11 crenenu
1 Bblie coctaBuia 83 % npotus 73 %, cepbe3HbIX HEXe-
JaTebHBIX siBieHuil — 70 % npotus 60 % npu Tepanuu
o cxemaM Isa-Kd n Kd coorBercTBeHHO. YacToTa Hexe-
JIaTeJIbHBIX SIBJICHUI, KOTOPBIC IIPUBEIN K OCTAHOBKE TE-
parnmu, ObLIa MEHBIIIE TIPU MCIIOJb30BAaHUY TPUILIETA —
12 % npotus 18 %.

EcrectBeHHO, uTO ¢ 3BOMOLIME MM, Korma Kaxmast
TTOCJICTYIOIIAsl PEMUCCHST CTAHOBHUTCS BCe KOpPOYe, TITyOOKIe
OTBETHI TTOJTYIUTh BCe TpyaHee 1 TpyaHee. [1pu 1-M perm-
JIMBE BEPOSITHOCTb OTBeTa cocTaBisieT 74 %, CHUXasICh
1o 11 % B 6-m penunuse.

C nosiBiienneM CAR - T-KJteTouHO# Teparniy CTaio BO3-
MOXHBIM 1 B 6-11 IMHUM TEPATTMHN ITOJIYIUTh CTPOTMiA TIOIHBIA
otset B 80 % ciydaes. [1pu aBoiiHOI pehpaKTEpHOCTH OIT-
LIei TepaImiy CTAHOBSTCS] KOMOMHAITM Ha OCHOBE TTOMaJI-
JTIOMHUJIA ¥ IEKCaMeTa30Ha ¢ MOHOKJIOHAJTBHBIMU aHTUTE/IAMI.
Tpu nccremoBanwst, nsydarorye 3ti cxeMbl, — I[CARIA (Isa-
Pd), ELOQUENT-3 (Elo-Pd), APOLLO (Dara(ItonkoxHo)-
Pd). XapakTepurcTrka naureHTOB, BKJIIOYEHHbBIX B UCCIIENO-
Banus ICARIA u ELOQUENT-3, cxoxa: oxkono 70 %
OOJTHPHBIX MMEJIN TBOMHYIO pedpakTepHOCTh. B mccenoBa-
Hun APOLLO nuHnii Tepanuu MeHblue, 42 % mauneHToB
WMEH IBOMHYIO pebpakKTepHOCTD. [Tommy sty 60IbHBIX
B HACTOSIIIEe BpeMsI MEHSIIOTCSI B CBSI3U C IITUPOKUM HC-
noJsib3oBaHneM VRd B 1-it TnHNM, 11 Bce CXeMbI Ha OCHOBE
IMOMAJIMIOMHMIIA CTPEMSITCS MCTIOJIB30BaTh IIPH 1-M peln-
IUBe 3a00JIeBaHUS KaK OIMINIO cITaceHus. B mccmenoBa-
Hun APOLLO, BKIIOUMBIIIEM MALEHTOB C 2 JTUHUSIMU
Tepanuu B aHamMHe3e, MenuaHa BBII cocraBuma 12 mec
MpOTUB 7 MeC, a YacToTa I1y0oKuX OTBeTOB — 27 % mpo-
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™B 6 % B rpynmax Dara-Pd u Pd coorBeTcTBEHHO.
B nccnenosanum II passrt ELOQUENT-3 mennana BBIT
cocraBwia 10 Mec mporuB 5 Mec, oOmmit orBeT — 50 %
npotuB 26 % npu tepanuu no cxeme Elo-Pd u Pd coor-
BeTcTBeHHO. COIIACHO TOCIETHUM JAHHBIM UCCIIETOBAHUS
ICARIA, ony6iamkoBanHbiM B 2023 1., Meauana BBIT co-
crasuia 11 mec nmportus 6 mec B rpyniax Isa-Pd u Pd coor-
BeTcTBeHHO. [Ipn nmpuMeHeHnn Tepanuu Pd 66110 O0sbIe
CJIy9aeB OCTAaHOBKU TepaITMH 110 MPUYMHE TOKCUIHOCTH,
4yeM [P UCIIONb30BaHUM TpuILieTa, — 14 u 12 % cooTBeT-
cTBeHHO. [TanmeHTOB ¢ HapyIIeHHOW (YHKIMEH MoYeK
(ximpeHc kpeatnarHA 30—50 Mi1/MuH) OBLTO 32 B Ipymime
Isa-Pd n 15 — B rpyrme Pd. YacToTa moJiHOro mo4eyHoro
oTBeTa coctaBmia 72 % npotus 38 %, yCTOMYMBOIO MOJI-
Horo otBeta — 31 % npotus 19 %, uro noarBepxaaet a¢-
(eKTUBHOCTH JAHHON Tepalny ISl MallMeHTOB, Y KOTO-
PBIX (DYHKIINS TTOYeK HapyIIIeHa.

B uccnenosanuss MM-007, MM-013, n3yyaloiue Imo-
MaJIMIOMUI M JeKCaMeTa30H, IIPULICIbHO HAOMPAaIH TTalv-
€HTOB C TSLKEJIBIM HapylieHueM (PyHKIMY TTodyeK. Pe3yibra-
THI TIOKA3aJIM, YTO ITIOMAIMIOMMII 1 IeKCAMETa30H XOPOIIIO
IIePEeHOCHMBI ¥ HE TPEOYIOT KOPPEKIIAN TO3HI.

PesynpraThl KIIMHUYECKUX MCCICHOBAHUM TPOMHBIX
KOMOWMHAIIMIT Ha OCHOBE TTIOMAJIMIOMUIA ITOKA HE OITyOJIH-
KOBaHBI, IIO3TOMY IIPUXOIUTCSI OPHUEHTHUPOBATHCS TOJIBKO
Ha JaHHBIC 110 HEOOJIBPIIIMM KOTOPTaM U OMUCAHUS KITH-
HUYECKUX CiIyJaeB. Tak, omyOJMKOBaHO KIMHHYECKOE
HabmoaeHue nauueHTa u3 SAinonuu ¢ MM ¢ uMMyHOJTI0-
rudyeckuM tunoM IgD, nuabeToM 1 BeIpaxkeHHOM MoYed-
HOI HEIOCTATOYHOCTHIO (CKOPOCTh KIIyOOUKOBOM (hHIIh-
Tpaumu 5,3 Mi1/MuH). B TeueHue 3 T Je9eHUS AalIUeHT
IMOJIyJal 5 pa3IMYHbBIX JIMHUU Tepalni, BKITIOYAIOIINX
0opTe3oMu0, TeHATUIOMU, TTOMATUIOMUI, JI0TY3yMao.
[1pu oyepeHOM MPOTrPECCUPOBAHMU B paMKax 6-i1 IMHUU
Teparnuu ObUTa Ha3HaueHa KomOomHanus Isa-Pd ¢ 6uicTphiM
JOCTIDKEHHMEM TTOJTHOTO OTBeTa. [IperMyIiecTBOM MCTIONhb-
30BaHMS M3aTyKCMMaba y IManueHToB ¢ MM U TsSoKeTbIM
HapylIeHWeM IMoYeyHOl QYHKIINK, B TOM YUCIIE TTOTyYa-
IOIIUX 3aMECTUTEIIFHYIO TTOYCUYHYIO TePaNIo, SIBISETCS
BO3MOXHOCTb pa3BeieHus u3atykcumaba B 5 % pacTBope
rmoko3bl BMecTo 0,9 % pactBopa NaCl, 4To He BbI3bIBAET
W3MEHEHUS TIIATeJIbHO TTOA0MPAEMOT0 SJIEKTPOJIUTHOTO
OajiaHca y 3TuX 0OJIbHBIX.

Kaxk mst cxemnr Isa-Kd, Tak u miist cxemsr Isa-Pd orry©6-
JINKOBaHBI JaHHBIE 00 3(P(PEeKTUBHOCTH Yy IMAlIMEHTOB
C MIPEACYIIEeCTBYIOIINMY TUIA3MOIIMTOMAMM MSITKHX TKa-
Hell, KOTOphIe BOZHUKIN MPU PEelUANBE 3a00JIeBaHUS.
I1pu ucnonp3zoBaHuu TporiHO# KoMOuHanuu Isa-Pd go-
cruraercsa 50 % orseroB npotuB 10 % Ha cxeme Pd, uro
TpaHCIUPYETCS B JYUYIINE ITOKa3aTeIM BHIKMBACMOCTHU
(1-netusast OB — 71 % nipotuB 23 % COOTBETCTBEHHO).
JaHHBIe KIMHUYIECKON MPAKTUKH MOTYT OTJINIATHCS
OT TAHHBIX KIMHUIECKUX UCCIIEIOBAaHNI, TaK KaK OKOJIO
30—40 % maLmreHTOB OT OOLIEN MOIMYJIALMN O0IBHBEIX MM
IO XapaKTepHCTUKAM He BKIIIOYAIOTCS B MCCIICIOBAHUS
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(ECOG 3—4, sHenzmepumoe 3a00JI1eBaHIE, IPYTHE OITYXO-
JIM B aHaMHe3e | T1p.). [1o3ToMy mHTepec MpeacTaBIsTIOT
PE3YNIBTaTHI JICYCHUS 110 U3y9aeMBIM CXeMaM B PeasIbHOM
KJIMHUYECKOI TIpaKTHKE.

B uccnenoBanue, nmposeaeHHoe B BenukoopuraHnuu,
ObUTM BKJTIOUEHBI 107 malueHToB ¢ MeIUaHO IpeaIecT-
BYIOIIVX JIMTHU TepaItiy 3, TTOIyJIArOIINX JICYSHHE 110 TIPO-
rpamMe Isa-Pd. Mennana LuKIiIoB Tepanuu cocTaBwia 7,
Menuana BBIT — 10,9 Mec, 94TO IMOJTHOCTBIO COOTBETCTBYET
IaHHBIM opuruHanbHOTO MccienmoBanust ICARIA (11,1
Mec), TaKKe COBIIAJIM YacTOTa ITOTHBIX M HeXXKeJIaTeIbHbBIX
OTBETOB.

Eme 6onee nuaTepecHoe nccnenoanne IMAGE mpo-
BeneHo Bo ®panuyn. B Hero 66111 BKITIoYeHbI 300 601b-
HbIXx MM, nonyvaBmux Isa-Pd B paMmkax paHHero gocTy-
ma. OcoOO0EHHOCTSIMU SIBJISTICH MajIoe KOJTMIESCTBO JIMHUI
MIpeNIIeCTBYIOIIEH Tepanuu (MearaHa 2), pepakTepHOCTb
K JeHanuaoMuny y 73 % mauueHToB, K gaparymymady —
y 19 %. Oo6was meanana BBIT cocraBuna 12,4 mec, 4to
oomnblre, yeM B uccinegoBannu ICARIA. I1pu atoMm y na-
IIMEHTOB ¢ | JIMHUEH Tepanmuy B aHaMHEe3¢ Ha MOMEHT
aHanmM3a (MearaHa cpokKa HaomoneHus 14,2 Mec) MenraHa
BBII He Obu1a mocturHyra. MHTEpecHO, YTO pe3UCTEHT-
HOCTb K JICHAIMAOMUIY YXYAIIAeT Pe3yIbTaThl: aHAIN3
B MOATPYIIIax NallMeHTOB mokasaj, uyTo MeauaHa BBII
COCTaBJISIET 9 Mec IpH Pe3NUCTEHTHOCTH U 20 Mec — MpH ee
OTCYTCTBMH. TakkKe MHTEpeC MPEACTABIISIOT Pe3yIbTaThl
Yy HALMEHTOB, paHee MOJIyYaBIIMX WJIM HE ITOJTyYaBIINX
JIapaTyMymab0: ecliv ITallieHThI paHee He TTOTyJaI Japa-
Tymymab, menuana BBIT cocrasisiia 16,6 Mec, eciu mipe-
Imapat IMpUMEHSUICS paHee — 8 Mec.

MexaHn3M BO3HUKHOBEHHMS pe(PpaKTepHOCTU K aHTH -
CD38-anTuTeraM — yTpaTa 3KCIPECCUM pelernTopa
CD38. VY pasHbIX IpernapaToB pa3Hblil MEXaHU3M JIeICT-
BUSI, HO pe3yJIbTaThl KIMHNYECKUX MCCICIOBAHUI COMIO-
cTaBUMEBL. M3 ombITa KIIMHUYECKOW MTPaKTUKN U3BECTHO,
YTO, €CJIM Y MAallMeHTa He OBUIO OTBeTa Ha GOpTEe30MUO,
yepes KaKoe-TO BPeMsI €CTh BEPOSITHOCTD ITOJIyYUTh OTBET
Ha Tepamuto. EcTh rccienoBaHmsi, B KOTOPHIX Cpasy MOCIIe
Pa3BUTHS PE3UCTEHTHOCTH K TapaTyMyMaOy Ha3HavaJICs 13-
aTykcnmab B MoHopexkumMe. Eciii mHTepBai MexIry BBEICHI -
SIMU TIpernapara MeHee 6 Mec, OTBET He OyIeT MoydeH, HO
yepe3 6—9 MeC YyBCTBUTEIBHOCTb BOCCTAHABIMBAETCSI, YTO
ITO3BOJISIET HA3HAYATh ITOCIICIYIOIIYIO TePAITHIO M PACCUNTHI-
BaTh Ha 3(hdeKT. B oTHOIIEHNM HeXXeIaTeIbHbIX SABJICHUI B
KIIMHUYECKOM MPAKTUKE BOCIIPON3BOISATCS PE3YIIBTAThI KITH-
HMYECKUX MccaenoBanuii. JIniib y 1 % GONbHBIX BCIEACTBUE
HeXXeJIaTeTbHBIX SBJICHUN TIPUXOIMIOCH OTMEHSTh M3aTyK-
crMab, a BCIO KOMOMHALIMIO — TOJIBKO Y 3 %.

Tepamnus mauueHTOB ¢ peuuauBaMu MM — gocraTroy-
HO CJIOXKHAs 3a7a9a B CBSI3U C MX MpeuIedeHHOCTRI0. Oco-
OCHHOCTBIO HOBBIX TTOITYJISIIIIIA OOTBHBIX SIBIISICTCSI TO, UTO
Y HHAX TOCTAaTOYHO OBICTPO pa3BUBACTCS PE3UCTCHTHOCTD
K 60pTe30MuOy U JICHATMAOMUIY — NBOMHAs pedpakTep-
HOCTh. B cOOTBEeTCTBMU ¢ COBPEeMEHHBIMM MEXIYHAPOI-
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HBIMU PEKOMEHIAMSIMU B CIyJae IBOMHON pedpakTep-
HOCTH IOJDKHBI TIPUMEHSITBCSI CXEMBI, TTIOCTPOCHHBIE Ha
KaphrizomMurode Wi IOMaMIOMUIIE C T00ABICHIEM MOHO-
KJTOHAJTbHBIX TePAIIeBTUUCCKIIX aHTUTE]T, JIMOO Ha peLienTope
CD38, mnoo Ha SLAMF7. B poccuiicKix peKOMEHIAMSIX 9T
cXeMBblI yKa3aHbl. CXeMbl, ITOCTPOSHHBIE Ha MOHOKJIOHAJTbHBIX
aHTHTEJIaX, OTJIMYAFOTCS OOJIBIIICH YaCTOTOM ITOJTHBIX OTBETOB,
00J1ee BEICOKOI BEDKBAEMOCTBIO.

JHanee T.A. MutuHoii OBUTO TIPEACTABIIEHO COOOIIEHNE
«HoBoe B ieueHIN peliianBHUpYIOIIeii/pedpakTepHOil MHO-
>XeCTBeHHOI MuesioMbl. HoBbIe KoMOMHAaIM, HOBas 3(pdeK-
TUBHOCTL». Ornpenenenne «pedpakrepHass MM» BKITIoyaeT
pedpakTepHyI0/peuIuBUpyIonTyio MM, mmepBuaHO-ped-
pakTepHyio MM 1 1BOIHYIO peppaKTepHOCTb.

Ceituac B Poccun 3aperncTpupoBaHoO S5 peXXKMMOB Te-
panuu naureHToB ¢ MM ¢ pedpakTepHOCTHIO K MHTHOM -
TOpaM IIPOTEaCcOM M IMMYHOMOIYTUPYIOIINM IIpeIiapaTaM
(ecTb MOTPEOHOCTD B OOJIBIIEM KOJIWYECTBE): 1) mapaTy-
MyMa0 B MOHOpeXMMe; 2) Kap(PprUaI30Mr0O B MOHOPEKIME;
3) xkomouHnanus Pd; 4) Isa-Pd; 5) Elo-Pd.

Jlapatymyma0 gocTyIieH ajis nauueHTos ¢ MM B mipo-
rpamme «14 B3H», ogHako Toibko B MOHOpexume. [1pu
€TI0 NCITOJIb30BaHNH MPOTUBOOITYXOJIEBBI OTBET TOCTUTA-
etcst ToibKO B 31 % cnyuaeB, menuana BBII cocTtaBisier
14 mec.

MoHoTepanus Kapdui30MIO0M U3yJanach B UCCIIC-
noBanuu FOCUS, pe3ynbraThl KOTOPOTO MOKa3aJIM HEKO-
TOpBIE IIPEUMYIIIECTBA TePAITMH Kap(hUI30MHUOOM I10 CpaB-
HEHMIO ¢ HOUKIopochaMuUIoOM U IeKCaMeTa30HOM.
IMomamuomoMum TOCTYIIEH IJISI MALIMEHTOB B IIpOTpaMMe
«14 B3H», B TOM 4ucIie ¢ IBOITHOI pedpaKTepHOCTHIO,
¥ Ha3HavaeTcs B BuIe cxeMbl Pd.

IMomammomun 6ojee 3 GEKTUBEH, YeM eT0 IpeIIe-
CTBEHHUKU TAJIMIOMHUI W JICHAINIOMMI, U UMEET TPOi-
HOI MeXaHM3M IeUCTBUS: 1) MpSIMOM IMPOTUBOOITYXOJIE-
BBIIl OTBET: MUIIIEHBIO 3IECh SIBJISIETCS O€I0K 1IepeOIIoH,
CBSI3b C KOTOPBIM MPUBOAUT K AeTUApATAIlNN (DaKTOPOB
TPAHCKPUIILINH, YTO B KOHEYHOM UTOTE TIPUBOIMT K aIloIl-
TO3y ¥ OCTAHOBKE KJIETOYHOTO IIMKJIA KJIETKH; 2) aKTUB-
HOCTh B OTHOIIIEHUM WHTHOMPOBAHMS CTPOMAJIBHBIX KJIe-
TOK, YTO JOCTUTAETCS ITyTeM aHTHAHTHOTeHe3a, KOorma
MMpoucxXoauT yMeHbIeHue 3kcrpeccnu VEGF (dakropa
poCTa HAOTEINS COCYIIOB), M B OIPEACICHHOM CMBICIIC
aKTUBHOCTH B OTHOIIEHUY WHTUOUTOPOB OCTEOKIACTOB;
3) MPOTUBOOITYXOJIEBBIIT MMMYHOMOIYJINPYIOIINI 3(-
(eKT, KOTOPBIi IIPOSIBIISICTCS B YCUJICHUM TIPOIM e paliim
3¢ dekTopHBIX T-KIIETOK U HaTypaIbHBIX KMJLIEPOB, TaK-
Xe MapauleIbHO IIPOMCXOAUT YTHETeHHEe 00pa30BaHMS
BOCTIAJIMTEIIbHBIX IIUTOKUHOB.

JokazaHn aphexT cuHepru3mMa NoMaJIuIOMKIA C JeK-
caMeTa30HOM, IPUBOISIINIA K YTHETCHUIO TIPOIdepalmm
KJ1eToK MM, yCTOMYMBEIX K JeHaMuaoMuLy. DddekTns-
HOCTh ITOMAJTMIOMMIA B KOMOMHAIINN C HU3KUMU T03aMU
mekcameTtasoHa (Pd) mis nedeHUsS pelMIUBUPYIOMICIH
u pedpakrepHoii MM moka3zaHa B KIMHHUYECKUX MCCIIE-
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moBaHUIX MM-003 (cpaBHeHME ¢ BBICOKOTO3HBIM JIeKCa-
MetaszoHoM) u STRATUS.

B nccnepoBanuu MM-003 kombuHanums Pd mipoge-
MOHCTpHpoBajia 3(PhEeKTUBHOCTDL Ha ypoBHe 31 % npotn-
BOOIIYXO0JIEBBIX OTBETOB IPOTUB 10 % IpU UCITOIb30BAHUK
JieKcamMeTa3oHa B BhICOKUX n03ax. Meauana BBII Ha ¢o-
He Teparmu Pd coctasmia 4,0 mec ipoTtuB 1,9 mec B rpy1i-
TIe BEICOKOIO3HOTO IeKcaMeTa3oHa, Mmearana OB — 13 mec
IIPOTHB 8 MeC COOTBETCTBeHHO. HeoOxonmMo OTMeTHTh,
YTO TIPUMEHEHNE TTOMAJIUAOMIUIA B KOMOMHAIIUN C JCK-
caMeTa30HOM OIMHAKOBO 3G (MEKTUBHO B pa3HBIX IPyIIIaX,
B TOM YHCJI€ BEICOKOTO IIUTOTCHETUIECKOTO pHUCKAa.

B uccnemoBanuun STRATUS (MM-010) okoso 80 %
MMAIIMEHTOB NMEJIH IBOHYIO peppakTepHOCTh. [Ipn Tepa-
iy KomomHaieit Pd menmana OB cocraBwmra 11,9 mec,
Mennana BBIT — 4,6 mec. HexxenmaTeIbHBIMU SIBJIEHUSIMU
OBbUIM HEUTPOIICHUSI, aHeMUS U UH(EKLIMHU, YTO ObILJIO OXKI1-
JTAEMO B CBSI3M C MPEIICYCHHOCTRIO IMAIIMEeHTOB. 3a(bUKCH-
poBaHO uyTh Oosiee 32 % OOILKX OTBETOB, ITPY ITOM YaCTOTA
OOIIIMX OTBETOB OBLIA COITOCTABMMA B TPYIIIAX C PE3UCTCHT-
HOTBIO K 60pTe30MMOY, JIEHAIMIOMUAY WU JBOMHON ped-
pakTepHOCTHIO. JleueHne npekpaTriin 9yth 6osee 1 % 6oib-
HBIX, 9TO ITOKA3bIBAET BO3MOXKHOCTD aIcKBATHOTO KOHTPOJIS
Hag MHGEKIIMOHHBIMU OCIOXKHEHUSIMHU.

Pesynbrathl 3THX MCCiemoOBaHUI TTOKA3BIBAIOT 3(pdek-
TUBHOCTH TTOMAJTMIOMMIIA TIPY PE3UCTEHTHOCTH K JICHAJIM -
IIOMUAY U IBOMHOM pedpakrepHoctn. KoMmouHaums Pd
MIPOIEMOHCTPHUPOBAIa OMMHAKOBYIO 3 (EKTUBHOCTD B OT-
HOIIICHWY Pa3TNIHBIX IIUTOTCHETUUYECKIX PHCKOB.

[MpuMeHeHNE TTOMATUIOMHKIA Yy OOIBHBIX C HApYIIIe-
HHeM (DYHKIIMU TIOYEK, B TOM YHCJIE C TTOYeTHOI HeoCTa-
TOYHOCTBIO, 0€30TIacHO, TaK KaK IpemnapaT He objamaeT
He(PPOTOKCUIHOCTHIO, UTO IMOATBEPXKICHO HAaHHBIMU
OOJIBIIIOTO YKciIa ucciienoBaHuii. O0beIMHEHHBIN aHATA3
3 nccrefoBaHM MOMAJTMAOMMIA TI0KA3aJl OTCYTCTBUE pa3-
HUIBI B er0 3(p(PEeKTUBHOCTH y MALIMEHTOB C COXPaHHOM
¢yHKIMEH TTOYeK W IIPH TTOYEYHON HETOCTATOTHOCTH.
BBIT 1 OB y manmeHTOB ¢ pedhpakTepHOit/pelIuInBUPY-
fomeit MM 1 moYeYHO# HeAO0CTaATOYHOCTRIO 3aBHCEIIHN OT
CTEIICHM TSKECTH HapyIleHsT (PYHKIIMHY ITOYEK, YXYIIIa-
SICh C €e HapacTaHWeM. TpHUIUIeTHl Ha OCHOBE TTOMATHIO-
Mmuaa B Tepanuu MM Jydine ABOMHBIX KOMOMHauii. Pe-
3ynsraThl uccnegoBanus 111 passr ELOQUENT nokazanm,
YTO T0OaBIeHNE MOHOKJIOHAIBHOTO aHTUTEJIA 3JI0Ty3yMa-
6a x Pd maet moBwimenne BBIT no 10 mec mpoTuB 4,7 Mec
mpu Tepanuu Pd 1 yBenmaeHMe IPOTUBOOITYXOJIEBOTO OT-
Beta 10 53 % npotus 26 % cooTBeTCTBEHHO. JlaHHbIE 10
0e30ITaCHOCTH CBUAETEILCTBYIOT O TOM, UTO MOOABJICHUE
MOHOKJIOHAJIBHOTO aHTUTEJIa HE IMPUBOIUT K TSIKEIBIM
OCJIOXXHEHMSIM, CXeMa JOCTaTOUYHO Oe3omacHa. KoMmomHa-
IIMA Ha OCHOBE ITOMAJIMIOMMIA BBICOKO3(D(GEKTUBHEI
B JICYCHUM PEIMAMBUPYIONICH 1 pe3ucTeHTHOH MM 1ipu
pedpaKTepHOCTH K JICHAIMIOMMIY U IBOMHOM pedhpakTep-
HOCTU. DPDHEKTUBHOCTh TOMATMIOMMIA BBIIIE B 3-i1 M-
HUU TepaInim.
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JoKmamarK TakxKe IMpeCcTaBIIa JaHHBIE O OMO3KBU-
BAJICHTHOCTH IKEHEepHKa ITOMaTMIOMU/IA.

[IpaBoBBIe acTIEKTHI OKA3aHUST MEIUIIMHCKON TTIOMO-
1M B remMaTosioTuu O0bUM ocBellieHbl Y.JI. JIKyraksaHoM.
I[MonyyeHNe KadeCcTBEHHON MEIUIIMHCKON ITOMOIIH
(KMII) — ocHOBHas 1Le/Ibh MAalMEeHTa KaK IMOTPeOUTeIIs
MeanHcKuX yenyr. O6ecnieuenne KMIT — ocHoBHas 3a-
Jlada 3IpaBOOXPaHEHMSI. DTaJIOHHOCTh IPY OKA3aHUH MEIT-
LIMHCKOM TToMoIIH 3adprKcupoBaHa B cTatbe 37 Menepaiib-
Horo 3akoHa oT 21.11.2011 Ne 323-®3 (pen. ot 24.07.2023)
«O06 ocHOBax OXpaHbI 3I0POBBS rpaxaaH B Poccuiickoit
Denepari»: METUIIMHCKAST TIOMOIB OKA3bIBAETCS B COOT-
BETCTBHH C TTOPSIIKAMH, CTAHAAPTAMM, KITMTHIIECKUIMH pPe-
koMeHmamussMu. CtaTbs 2 TOTO K€ 3aKOHA OIpelessieT
KMII xak COBOKYITHOCTb XapaKTepHCTHK, KOTOPBIE OTpaXKa-
0T CBOEBPEMEHHOCTb MEIUIIMHCKOM TTOMOIIM, TIPaBMIb-
HOCTh BEIOOPA METOIOB MPOMWIAKTAKI, TUATHOCTUKM, JIe-
YeHMSI M peadMINTAIlNU TP OKa3aHUU MEIWIIMHCKOM
ITOMOIIIH, a TAaKXKe CTeTIeHb JOCTYDKCHUS pe3yJbTaTa, KO-
TOPBIH 3ariaHnpoBaH. B cratbe 10 yKa3zaHBI pa3IndHbBIC
acriektel KMII, B TOM 4nciie HEOOXOOUMOCTb HE TOJILKO
YPOBHSI KBAIM(UKAIIK Bpadya, HO ¥ IPUMEHEHUSI TTIOPSII-
KOB, CTAHIAPTOB, KIIMHUIECKUX PEKOMEHIAITNIA.

HopmaTtuBHO-TIpaBOBass TOKYMEHTAIIWSI, HAIIPSIMYIO
onpenerstomast KMIT B rematomorum: @enepaibHbIN 3aKOH
ot 21.11.2011 Ne 323-D3 «O6 ocHOBaxX OXpaHbI 3T0POBbS
rpaxngaH B Poccuiickoii @enepanms, OenepaibHbI 3aKOH
0129.11.2010 Ne 326-D3 «O06 00s3aTeIbHOM MEAULIMHCKOM
crpaxoBanum B Poccuiickoit @enepaumm», [Mprka3s MuH-
3apaBa Poccrm ot 15.11.2012 Ne 930H «O6 yTBep:XIeHUN
IMopsinka oka3aHWsT MEAUIIMHCKOM TTOMOIITY HaCEICHMIO TT0
MPOMMITIO «T€eMAaTOJIOTHS» , CTAHAAPTHI OKa3aHWS MEIULINH-
CKOM ITOMOIIH, KIIMHIYECKUE PeKOMEHIAITNH 1 IPYTHE HOP-
MAaTHBHO-TIPABOBBIC aKTHI (IIPUKAa3bl U PACTIOPSIKCHMUS).
B Iopsinke okazaHMsI METUITMTHCKOM TIOMOIIIY TT0 TIPOIITIO
«TeMaTOJIOTHS» OTpeieieHbI Koabl MexXXTyHapoJHOM Kiiac-
cuduKanm 00JIe3Hel, KOTOPBIE OTHOCSTCS K TeMaTOJI0-
run: C81—-C96, D45—-D47, D50—-D89, E75.2, E80.0,
ES80.2, E83.0, E83.1, M31.1.

C 1 saBapst 2022 1. cylIecTBYeT HOBBIH ITOPSIIOK OKa3a-
HUST MEIUIIMHCKOW TTOMOIIY 10 TIPOMUITIO0 «OHKOJIOTHST».
B cBsI3M ¢ 3TMM BO3HUKIIM ONpeNeIeHHBIC PA3HOUTCHUS
TOPSIIKOB TT0 MPOGUIISIM «TeMaTOJIOTUSI» W «OHKOJIOTHSI».
EcTb ompeneneHHBIC TOYKM TIepeceIeHUsS: 3a00IeBaHUS
¢ kogamu C81—C96 u D45—D47 Boium B 00a IOpSIIKa.
DTO BI3BIBAET MYTAHUILY B CIIEAYIOIIEM: TpeOOBAHUE O Ha-
JIMYUY cepTU(UKATA WIN CBUIETEIIHCTBA 00 aKKPEIUTAITHN
0 OHKOJIOTHH Y Bpadya-TeMaToJIora Ipy MPOBEACHUN Me-
JMKO-3KOHOMHMYECKOTO KOHTPOJISI, YMEHBIIIEHNE OILIAThI
crouMocTu cirydast. [1pm MemnKo-3KOHOMUYECKOM KOHT-
poJie KCIEePTHI ITPOBEPSIIOT HAIMYKE JINIICH3MY Ha OKa3a-
HHE MEAUIIMHCKOM ITOMOIIIH 110 oHKooruu. B I[ToctaHoB-
neHnu IIpaBUTENBCTBA O TOCYIAPCTBEHHBIX TapaHTUIX
U TepPUTOPHAIIBHBIX IIPOTpaMMaXx YKa3aHbI YCIYTH 110 OH-
KOJIOTUH, ¥ 9KCIIEPTHI CIUTAIOT, YTO JIJI OKA3aHUS TAKMX


https://creativecommons.org/licenses/by/4.0/

TOM4/VoL4

2024

MD-ONCO R

YCIIYT YIPEXICHNE JOJIKHO OBITh TUIICH3UPOBAHO T10 OH-
KOJIOTUH; €CJTH TTAIIMEHTY OKa3bIBAIOTCS YCIYTH IO OHKO-
JIOTUIECKOM KIIMHUKO-CTaTUCTUYECKO TPYIITIe, TO Bpad-
TeMaToJIOT TOJDKeH UMETh CepTH(hHKAT OHKOJIoTa. MHOTHE
SKCIIePTHI, KOTOPBIE MPOBOAST KIIMHUKO-3KOHOMIUIECKUI
KOHTPOJIb, CTaBAT KOIBI HapyieHuii 1.8 u 1.9. B manaHOM
cJIyJae TIpeiaracTcsl COCTABIISIT IIPOTOKOJ pa3HOTTIACHS
U MepeBOoAUTb 3KcrepTusy B akcneptudy KMII. B nporo-
KOJIe pa3sHOTJIACHsI MOXHO yKa3aTb, YTO METUITMHCKAS
IMOMOIIb OBIJIa OKa3aHa B coorBeTcTBUU ¢ [lpukazom
Munsapasa Poccunm ot 15.11.2012 Ne 9301 u ITpukasom
Munsapasa Poccuu ot 19.03.2021 Ne 2311 «O0 yTBepXK-
nmennu [Topsimka TIpoBeieHISI KOHTPOJISI 00beMOB, CPOKOB,
Ka4yeCcTBa M YCJIOBHI IIPeTOCTaBIeHUS MEIUIIMHCKOM 10~
MOIIIH TT0 00S13aTeIbHOMY MEIUILIMHCKOMY CTPaXOBaHMIO
3aCTpaXOBaHHBIM JIMIIAM, a TaKKe ee (PMHAHCOBOTO obec-
TIeYeHMSI» ¥ HAITPaBUTh MCTOPHIO Ha 3KcIrepTrdy KMIT Bpa-
YOM-TeMaToIoroM. MoxXHO Takke cchlUlaThesl Ha [1prkas
Muntpyna Poccun ot 11.02.2019 Ne 681 «O6 yTBepKaeHUN
npodeccuoHaIBLHOTO cTaHaapTa «Bpau-remarosor», B KO-
TOPOM yKa3aHBI TaKKWE TPYIOBEIC ACHCTBHUS M HEOOXOMM -
MBIe YMEHMSI, KaK Ha3HaUeHNE CIeIM(PIIeCcKOl TApreTHOM,
XMMHO- ¥ UIMMYHOTEPAITNH ITAIIMEHTaM C 3a00JIeBaHUSIMU
CHCTEMBI KPOBH, T. €. Bpau-TeMaToJIOT MOXET Ha3HAJaTh
XMUMMOTEPAITIIO 1 IJIST 3TOTO eMY He HY»KHO NMEThb CepTH(hH-
KaT OHKOJIOTA.

HMMII remaronorun (MockBa) odbpatuiicss B MuH-
3npaB Poccrm ¢ KOHCOMMIMPOBAHHOM ITO3ULIMEH SKCTIEP-
TOB, MOANMMUCAHHON TJIABHBIM T'eMaTOJIOTOM COBMECTHO
C TJIaBHBIM OHKOJIOTOM, C IIPOCH00IT HaIPaBUTh COOTBET-
CTBYIOIINE Pa3bsICHEHNS B CYOBeKTHl Poccuiickoit Peme-
pamuu, 94TOOBI OT Bpauyeil-reMaTojIoroB He TpeOOoBaIn
IMPOXOXICHUS ITOATOTOBKU M MOJYICHUST CEPTU(DUKATOB
Bpauyeli-OHKOJIOTOB 1 HA00OPOT.

B mae 2023 r. Beimen IMpuka3 MunsapaBa Poccun
Ne 2061 «O6 yrBepxaeHnn KpanmndukamrmoHHBIX TpeOO-
BaHMI K MEAVIIMHCKIM 1 (papMalieBTHIECKIM paOOTHUKAM
C BBICILIMM 00pa30BaHUEM», KOTOPbIA BCTYIIMI B AEUCTBUE
¢ 1 centsiops. HoBmrecTBOM SIBJIIETCSI TO, YTO T€MAaTOJIOT
MOZKET CTaTh OHKOJIOTOM IT0CJIE IPOXOXKIECHUS CITELINATb-
HOW MOATOTOBKMU.

Crenytolmit BOIpoc — HeOOXOIUMOCTb HAIMYMST OH-
KOJIOTMYECKOTO VI TeMAaTOJIOTMIECKOr0 KOHCHINYMa.
IIpu MeaTMKO-3KOHOMHUYECKON 3KCIIEPTH3e BO3HUKACT
BOIIPOC O TOM, YTO B UCTOPHH OOJIE3HU HET OHKOJIOTHIEC-
Koro KoHcuiamyMma. [Ipu 3ToM cHSITME MOXET OBITH
BI1oTh 10 50 % mo xony gedexra 3.11 «OrcyrcTBHe
B MEIMIIMHCKOI JOKYMEHTAIIUH PE3yJBTaTOB 00CIeIO-
BaHMIT, OCMOTPOB, KOHCYJIBTAIINI CTIICLINATIMCTOB, THEB-
HUKOBBIX 3aITMCEH, TTO3BOJISIOMMNX OLICHUTh TUHAMUKY
COCTOSTHHSI 3I0POBbSI 3aCTPaXOBAaHHOTO JIMIIA, 00BEM,
XapakTep, YCIOBHS MMPEIOCTaBICHUS MEIUIIMHCKOM 110~
MOIII ¥ TIPOBECTH OIICHKY KauyecTBa OKa3aHHON MeIu-
LIMHCKOM nomoiu». IIpy okazaHuM MeAULIMHCKOM I10-
MOIIIX B paMKax ITPpOTrpaMMBI TOCYTapCTBEHHBIX TapaHTHI
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B UCTOpUM 00JIe3HU 00513aTEIbHO N0JKEH ObITh OTPakeH
KOHCHUJINYM.

[Myranuia MexXmy OHKOJIOTUYECKIUM U TeMaTOoJI0TIe-
CKMM KOHCUJIMymMaMu Bo3HMKIa ¢ 2020 1., Korga 4acTh
reMaTOJIOTMIECKUX 3a00JIeBaHMI OblJla BKIIIOYeHA B (he-
JepajbHbIil TPpoeKT «bopbda ¢ OHKOIOTrMYEeCKUMHU 3200-
JICBAaHUSIMU» W 3TU 3a00JIeBaHUS CTaJM OILJIAYMBAThCS
He TI0 TIPO(PUITIO «TeMaTOJIOTHS», a TI0 MPOPUITIO «OHKO-
Jorust». I10CKOIBKY 3TH KITMHUKO-CTaTUCTIYECKIE TPYII-
ITBI BXOZISIT B OHKOJIOTHIO, TO MHOTHE 3KCIIEPTHI CUNTAIOT,
YTO HEOOXOAUMO TpPeOOBaTh, YTOOBI BCE ObLIO UCITOJHEHO
B COOTBETCTBUM C TTOPSIKOM IT0 OHKOJIOTHH.

HeobxommMocTh OHKOJIOTMIECKOTO KOHCIIMYMa BO3-
Hukia B 2018 1., xorma B muceMe PeaepanbHoro poHaa
0013aTeJTbHOr0 MeIUIIMHCKOTO cTpaxoBaHus oT 30.08.2018
Ne 10868/30/u «O HampapiaeHMU MeTOAUYECKUX PEKO-
MEHIAIWI 110 OpraHMU3aluy U IPOBEICHUIO KOHTPOJIS
00BEMOB, CPOKOB, Ka4eCTBA W YCJIOBHIA TIPEIOCTABICHUS
MEIUITMHCKOM TTOMOIIY, OKa3aHHON MAIIMeHTaM C TTOH0-
3peHneM Ha OHKOJIOTMUYECKOE 3a00JIeBaHKe, /WM C yCTa-
HOBJICHHBIM IWAarHO30M OHKOJIOTMYECKOTO 3a00JICBaHMST»
BIIEPBBIC TTOSIBIUIOCH TPEOOBAaHME BKCIIEPTY MPOBEPSITH
CBEICHMS O MPOBEACHUN KOHCHIIMyMa. B To Xe BpeMs
B COOTBETCTBUH C YacThio 1 craThy 37 PemepaIbHOTOo 3aK0-
Ha Neo 323-MD3 MeauLHCKAasE IOMOILb OKa3bIBAETCS B CO-
OTBETCTBUU C TTOPSIIKOM, CTaHIAPTAMU U KIIMHUICCKUMU
peKOMeHIANUsIMHU. Ecim manmeHT ImpoXOmuT JeUeHUE
B T€MAaTOJIOTMYECKOM OTIEICHNH, TO 3TH TpeOOBaHUS Ka-
CafoTCs TTOPSIIKA TI0 IMIPOMUITIO «TeMaTOJIOTHST».

OkazaHye MeTUIIMHCKOM IIOMOIIIN 32 CYET OFOKETHOTO
¢uHaHCHpoBaHUs pertameHTHpyeT [locTtanoBnenue Ipa-
putesbeTBa Poccuut ot 29.12.2022 Ne 2497 «O Ilporpamme
TOCYIapCTBEHHBIX TAPAaHTHI OSCIIIATHOTO OKA3aHMST TpaskIa-
HaM MeIuLMHCKON roMorr Ha 2023 rox 1 Ha TUIAHOBBINA
nepuon 2024 n 2025 rogoB», B KOTOPOM yKa3aHO, YTO PU
OHKOJIOTMYECKMX 3a00JIEBAHUSIX «OKa3aHUE MEINIIMHCKOMN
ITOMOIIN B paMKaX YKa3aHHBIX TapH(OB OCYIIECTBIISICTCS
IIpY HATMYUY MEIUITMHCKNX ITOKA3aHM, pEeIIeHUs] COOT-
BETCTBYIOIIEH BpaueOHOI KOMUCCUU (KOHCHIMYMA) WUTH
pexoMeHganuii mpoduabHON (peaepasbHON MEIUIIMH-
CKOI OpraHu3aluy (HallMOHAILHOTO MEIUIIMHCKOTO HC-
CJIeIOBATENIbCKOTO IIEHTPA), B TOM YHCJIe IO Pe3yJIbTaTaM
KOHCYJIBTAIlMM C MCITOJb30BaHMEM TeIeMEINIIMHCKIX
(IMCTAHUMOHHBIX) TeXHOJOIUi». COOTBETCTBEHHO, OfI-
HO3HAYHOTO TPeOOBAaHMS O HATUINHA UMEHHO OHKOJIOTH-
YeCKOTO KOHCHJINYMa B PYKOBOISIIMX TOKYMEHTax
He comepxxutcs. EcTb TpeOoBaHME 0 HEOOXOIUMOCTH OIT-
penesieHNs KOJJISKTUBHOTO pellieHNsT 0 Ha3HAYCHUH JIe-
yeHus, 0OPMIICHHOTO B BUJIE 3aKITIOUEHUs BpauyeOHO
KOMHUCCHUY WJIN KOHCWINYMa, 0e3 OIpeaeIeHrs] KOHKPET-
HOTO MepeYHsI WICHOB KOMUCCHH (KOHCHmyMa). [1pu aTom
peleHrne KoMUCcCcuy (KOHCIIMyMa) He HY»KHO 0(hOpPMIISITh
IIpY KaxKIOM TOCTIMTAIM3AIIAHN, 11eJIeCO00pa3HO 3TO Ie/IaTh
TOJIBKO IPY Ha3HAYCHUM TIEPBUYHOTO JICUCHMST, KOHCTA-
THPOBAaHUU OTBETA Ha JIEUeHUE/PE3NCTEHTHOCTH/PEIIM -
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IIBa, CMEHE JIMHUY Teparniy, Ha3HAYCeHUH TTaJUTMAaTHBHO-
0 JICUCHUSI.

E1te omHrM BOIIpOCOM SIBIIETCSI Ha3HAYCHME JIeKap-
CTBEHHBIX mpemapaToB. B coorBercTBHU ¢ Ilpukazom
MunsnapaBa Poccum ot 10.05.2017 Ne 2031 «O0 yTBepK-
JIEHNN KPUTEPHEB OIICHKN KaueCcTBAa MEIUIIMHCKOM ITOMO-
II» Ha3HaYeHME JICKaPCTBEHHBIX TIPEITapaToB ST MEIH-
LIMTHCKOTO TIPUMEHEHUSI JOJIDKHO TTPOBOIUTHCS C YIETOM
WHCTPYKIINI 110 TIPUMEHEHUIO JIEKapCTBEeHHBIX IIperrapa-
TOB, BO3pacTa MalieHTa, I1ojia IMaleHTa, TSKeCTH 3a00-
JIEBaHUS, HATMIUS OCJIOXKHEHWI OCHOBHOTO 3a00JICBaHMS
(COCTOSTHMS) U COITYTCTBYIOIINX 3a00/ieBaHMii. Ha3zHaue-
HHE JIeKapCTBEHHOTO TIperiapaTa peKOMEHIYeTCS 3aITiChI-
BaTh B THEBHUKE-OCMOTpE, HE MCIIOIb30BaTh «CM. JIUCT
HasHayeHui». [1puka3 Munsapasa Poccun ot 24.11.2021
Ne 10941 «O06 yrBepxxnenun [Mopsgaka Ha3HaUeHUS JieKap-
CTBEHHBIX MpenapaToB, (JopM pelenTypHbIX 0J1aHKOB Ha
JIEKAPCTBEHHBIE MPEIAPATHL...» OMPEAEISET, UTO CBEIECHMUS
0 Ha3HAYCHHOM JICKapCTBEHHOM IIpernapare (HauMeHOBa-
HMe JIEKapCTBEHHOTO TIperapaTa, TO3MPOBKa, CIIOco0 BBe-
JIEHUS] ¥ TIPUMEHEHUSI, PEXKMM TO3MPOBAHUSI, TIPOIOJIKH-
TeJIbHOCTh JIEUeHUSI W OOOCHOBaHME Ha3HAYCHUS
JIEKApCTBEHHOTO TIperapaTa) BHOCSITCS MEIMIIMHCKIM pa-
OOTHHMKOM B MEIUIIMHCKYIO TOKyMEHTAIIMIo mamreHTa. Ha-
3HAYEHME JICKAPCTBEHHOTO IIperapaTa T0JDKHO IIPOBOIUTh-
¢ B COOTBETCTBUM C MHCTPYKIIMEH IT0 €ro IIPUMEHEHMIO,
1 IMEHHO 3TO COOTBETCTBHE OYIyT OLICHUBATh Pa3INIHBIC
OpraHbI IPH TTPOBEPKE UCTOPUH OOJIC3HI.

[MpuMeHMMBIC KOIBI 1e(heKTOB ITPU SKOHOMUYIECKOM
skcneptuse — 3.2.1 («He MOBIMSIIO Ha COCTOSTHUE 300pPO-
Bb$l 3aCTPAaXOBAaHHOIO JIMLA»); 3.2.2 («IIpuBeallee K YXy/I-
IIEHUIO COCTOSTHUS TanueHTa (3acTpaXOBaHHOTO) OO0
co3aBIlee pUCK BOSHUKHOBEHMSI HOBOTO 3a00JICBaHUS» ),
KOTOPBIM COOTBETCTBYIOT pa3Hble KO3 (UIIMEHTHI CHIKE -
HUS OIUIAThI U ITPadoB. DTH KoAsl cocTaBiisiioT 80—90 %
Bceil obocHoBaHHOM AedekTypsl KMII. Korna skcmept
npoBoaut 3kcneptusy KMII mo xxamob6am st ciaeacTBeH-
HBIX opraHoB, PocniorpebHan3opa u 1p., Heo0xoaumo yoe-
JIATBCS B TOM, YTO IIPUIMHHO-CJICACTBEHHAS CBSI3b HE TOJIb-
KO KOHCTaTMpPOBaHa, HO M OOOCHOBaHA C IPUBEICHUEM
MMATOTeHETMIECKOTO B3aMMOICIICTBHS HAPYIIIEHMIA C HeO1a-
TONPUSITHBIM McXonoM. Takke ecTh Kox aedekra 3.13 «He-
000CHOBaHHOE Ha3HAUYCHNE JIEKAPCTBCHHBIX MPEITapaToB;
OIHOBpEeMEHHOE Ha3HAUYCHME JICKaPCTBEHHBIX IIPEIapaToB
CO CXOXMM (PapMaKOJIOTHYECKUM ICHCTBHEM; HEepaIO-
HaJTbHAasI JIEKapCTBEHHAsI TepaIisi, B TOM YHCJIe HECOOTBET-
CTBUE JTO3UPOBOK, KPAaTHOCTU W IIMTEILHOCTH IIpreMa
JIEKapCTBEHHBIX MIPEIapaToB C YIETOM CTAaHAAPTOB MEIM-
LIMHCKOM MOMOIIN Y KIIMHNIECKNX PEKOMEHIAILINI, CBS-
3aHHBIC C PUCKOM JIJIST 3I0POBbsI TTAITCHTAY.

Takmm 06pa3oM, JIeKapCTBEHHEIE ITperapaThl CeayeT
Ha3HAYaTh B COOTBETCTBUM C MHCTPYKIIHEH IO IIpUMEHEe-
Huto. HazHauyeHMe BHE 3aperncTpUpPOBaHHBIX TTOKA3aHMI
IIJIST IPUMEHEHUST HE0OXOIUMO O(OPMIISITh ITPOTOKOJIOM
BpaueOHOI KoMuccuu. [TaliMeHT JoIKeH moiyJaTh Kaue-
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CTBEHHYIO U 6€30MaCHY0 MEIULIMHCKYIO moMoulb. HazHa-
yeHue Tepanmu off-label mogpasymeBaeT Kak KadecTBO,
TaK 1 0€30ITaCHOCTh IIPUMEHEHMSI JIEKApCTBEHHOTO TIpe-
mapara. B ucropuu 00J1e3H1 TOJKHO OBITH pellieHNe Bpa-
yeOHOIl KOMUCCUM, a TaKxKe NHPOPMUPOBAHHOE 100pO-
BOJIBHOE COTJIacHe IMallieHTa Ha IIpUMEHEHHE TaHHOTO
Ipernapara BHe 3apeTUCTPUPOBAHHBIX TOKA3aHUI, MHAUYE
CyIeOHBIC U CIIeICTBEHHBIC OPTaHbI MOTYT PACIICHUTH 3TO
KaK HapyIllleHNe WHCTPYKIMH IIPOU3BOAUTENS TI0 Oe3-
OITACHOCTH €T0 IIPUMEHEHMS.

B Hacrosiee BpeMst BHECEHBI M3MEHEHUS B IIpaBUJIa
00s13aTeJIPHOTO0 MEAUIIMHCKOTO CTPaXOBaHUS, KOTOPHIC
ITO3BOJISIIOT MCITOJIb30BaTh ISl JICYeHUSI B CTaIlMOHApe
JIeKapCTBEHHBIC TIpeIrapaThl, MPea0CTaBICHHBIE CAMUM
MMAIMeHTOM WJIX OJIaTOTBOPUTEILHBIMI (poHmamu. Kema-
TEJIbHO, YTOOBI (DOHII IIPEIOCTABJISII TIpeIapar yepes3 arm-
TEeKy MEAULIMHCKOI opraHu3auuu. [1pu nposeneHnun me-
IUKO-3KOHOMHMYECKOM 3KCIEePTU3BI HMCIOJIb30BaHNUE
IpernapaToB, IPUOOPETEHHBIX MMAIIMEeHTOM, MOXET OBITh
pacieHeHO KakK HapyiieHue. Cymabl MIMEIOT HHYIO TOUYKY
3peHUsI, TOBOPSI O TIpaBe MalleHTa Ha OCHOBAHWM peIle-
HHS BpadeOHON KOMHMCCHH MCIOJB30BaTh MPH JICYCHUH
JIEKapCTBEHHOE CPEACTBO, HE YKa3aHHOE B CTAHAAPTE Me-
JTUAIIMTHCKOM ITOMOIIY U TIepeYHe XKU3HEHHO HEOOXOMMMBIX
1 BaXHEHIINX JIEKAPCTBEHHBIX IIPEIIapaToB M IIpHUoope-
TEHHOE 3a CYET JIMIHBIX CPEICTB MAaIlMeHTA.

MenumumHCKas TOMOIIIb TOJKHA OKA3hIBATHCS Ha OC-
HOBE CTAaHIAPTOB M KIIMHUYECKIX PEKOMEHIAIINI, OMHAKO
He UIST KaXIoro 3a00jieBaHUSI OHU eCTh (HalpuMep, MX
HeT i opdaHHBIX 60e3Heit). UHorma cTaHmapTel U pe-
KOMEHIAIIAM JIJTSI JICUCHMS B3POCIIBIX M ACTEH TIPOTUBOPE-
4aT IpyT APYTY, WK €CTh CTAaHAAPT, HO HET KIMHUIECKUX
pekoMmeHganuii. B 2023 1. 0b1tM pa3paboTaHbl CTaHAAPTHI
NI JIeYeHns XKene301epuuUTHOM anemMun u B ,-nedu-
muTHOM aHemum. CiemyeT oOpaTUTh BHMMAaHHE, YTO
B CTaHAApTax yKa3aHO Ha HEOOXOIMMOCTH €XXeTHEBHOM
3aIlCH Bpada B UCTOpuM 00j1e3HU. HyXXHO ynensars BHU-
MaHUe TIpoTrpaMMe TOCYIapCTBEHHBIX TapaHTHi1, 0COOEH-
HO B OTHOIIICHWY CPOKOB OXHWIAHUS Y TIOIydeHUS MEIH-
LIMHCKOM momoItu. [1pn mpoBeneHUM 3KOHOMUYECKO
SKCITePTU3BI paCCMaTPUBAIOTCS 3TH BOIIPOCH. TakKe BaxK-
HO TIPOBOIUTH ITOANECPKUBAIOIIYIO TEPAITUIO TOJKHBIM
00pa3oM, MHaUe 3TO MOXKET IPUBECTH K YXYIIICHUIO CO-
cTOSTHUS manmeHTa (Kom nedekra 3.2.2).

C 01.03.2023 Bctynun B cuity [Tprka3z Mun3zapasa Poc-
cum ot 05.08.2022 Ne 530H «O6 yTBepXIeHUN YHUPULII-
POBaHHBIX (POPM MEIUITMHCKON JOKYMEHTAIINN, UCITOIhb-
3yeMbIX B MEIUIIMHCKUX OPraHU3aLMIX, OKa3bIBAIOIINX
MEIWIIMHCKYIO TOMOIIb B CTAlIMOHAPHBIX YCIOBUSIX,
B YCJIOBUSIX THEBHOTO CTALIMOHApA, 1 TTOPSIIKOB MX Bee-
HMSI», B COOTBETCTBHUY C KOTOPHIM BCSI TICpBUYIHAST METUIIH-
cKas JOKyMEHTAIIUsI MTOJDKHA BECTHCH IO STUM (bopMaM.
Ecnu mpu mpoBeneHNM 3KCIIEpTU3bI HE TIPEeIOoCTaBlieHa
HCTOPUST 0OJIC3HM, TO AaBTOMATHUUECKH CTaBUTCS KOI AeheK-
Ta 2.12 C MMOJTHBIM CHSITUEM OILIATHI.
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BaxxHo nmpaBuiibHOE 3a1ojTHeHe MHGOPMUPOBAHHO-
ro corjacus ¢ yKazaHueM (aMUInM, MMEHU, OTYEeCTBA
W JOJDKHOCTY MEOWILIMHCKOTo padoTHuKa. Eciou ata mH-
¢opMars ITOTHOCTHIO HE YKa3aHa, TO MH(GOPMHPOBAaHHOE
comacue OyaeT IMPU3HAHO Ae(eKTHBIM, B 3TOM CJIydac IIpH-
MensieTcst Ko 2.13 — 10 % cusitus oruiatel. HapyieHue,
KOTOPOMY 3KCIIepT MpHcBanBaeT Kox aedekTa 2.14 (pas-
JIMYHBIC UCKAXCHUS, UCTIPABICHS, BKIICIKI), IPUBOIUT
K 50 % cHsTmio oratel. OdopMiieH e THEBHUKOBBIX 3aI1i -
celt 00s13aTeITbHO MOJDKHO OBITh €XKeTHEBHBIM, B TOM YHCIIC
B BBIXOIHBIC W Mpa3mHUIHBIC THU (0e3 MCKITIoYeHMiT). B
JTHEBHOM CTallOHAPE TOJIKHBI OBITH 2 3aITMCH B IeHb (TIpH
MTOCTYTUICHUM TTALIMEeHTa W TIPHU YXOIe AOMOIT), B KOTOPBIX
OTpakaeTcsl COCTOSTHUE TAlMEeHTA B TSUCHHE THS 1 TIPOBOIH-
Moe JIedeHre. B THEBHUKOBBIX 3aIMMCSIX TOJDKHO OBITH OTpa-
>KEHO MOCTVDKEHME 1IeJIei HAaOMIONCHMS, T. €. TSDKeCTh COCTO-
STHUSI TIALIMEHTa, CBSI3aHHOTO C OITYyXOJbIO, OTCYTCTBHE
MIPOTPECCUPOBAHMS, TIOKA3aHMIT K CKOPOI MOMOIIN, PHUCK
OCJIO>KHEHMI OCHOBHOTO M COITYTCTBYIOIIIETO 3a00ICBAHMIA.

3aKITIOYNTENIFHBIN TOKJIAA B CEKIIUM 1 KOH(PEPeHIINHN
«Mecro naruouropo BCL-2 B Tepanuu ocTpbIX MUEJIO-
WIHBIX JIeK030B» ObUT TipeactaBicH B.A. IllyBaeBbiM.
Mexanusm neiictBusg naruoutopa BCL-2 BeHeTOKIaKCca
B HaMOOJIBIIIEH CTETICHH CBSI3aH C BOCCTAHOBJICHHEM 3(-
(eKTMBHOCTH aIloONTO3a B OITyXOJIEBBIX KJIeTKaX. bobImH-
ctBO ManueHToB ¢ OMJI, 0cOOGEHHO MOXWIOro BO3pacTa,
He SBJISTIOTCS KaHAMIAaTaMU Ha TIPOBEICHNE CTaHIapTHOM
XMMMOTEPANUU U TPAHCIUTAHTALIMKY U HE OYyIyT BKIIOYEHBI
B KJIMHNYECKIE VCCIICIOBAHMS B CBSI3U C TSKECTBIO COCTO-
STHMST ¥ COITYTCTBYIOIIEH TTaToyiorneil. B redyenue mocnemn-
Hux 10 JIeT CyIIecTByeT yCTOMYMBBIN TPEHI Ha BKITIOUCHIE
TapreTHHIX IpernaparoB B Tepanuio OMJI, cHkeHue ar-
PECCUBHOCTHU JIeYeHUSI M TIEPEBOJ YaCTH ITAllMEHTOB
Ha Jie4YeHHe B aMOYyJIaTOPHBIX YCITOBHSIX.

OCHOBHOI MPUYMHOK cMepTH TarueHToB ¢ OMJI
OCTaloTCsl MH(MEKIIMOHHBIC OCIOXHEHMSI, PUCK BO3HUKHO-
BEHHS KOTOPBIX B CTAIIMIOHAPAX B CBSI3U C TIOJIMPE3UCTCHTHOMN
(¢10pOoit MHOTOKPATHO BHIIIIE, YeM B aMOYJTATOPHBIX YCJIOBH-
six. B HacTosIiee BpeMst MOSIBITMCH BO3MOXKHOCTH TIepeBOa
B aMOYJIaTOPHBIE YCIIOBUST CAMOI YSI3BUMOM KaTerOpri 00JTb-
HbIX ¢ OMJI — narnpeHToB B Bo3pacte crapiire 60 yet. Bapu-
aHTaMM WX JICUCHUS SIBISTIOTCSI KOMOMHAIIUY MTHTHONTOPOB
BCL-2 1 runoMeTHJIMPYIOIINX areHTOB, uTapabuH. Mc-
IMOJIb30BAHUE 3TUX KOMOWHAIIUI TO3BOJISCT MOJIyJIaTh
XOpoIlKe pe3yabTaThl. 110 cpaBHEHUIO CO CTaHAAPTHOM
XUMHOTEpAITel TUIIOMETIIIMPYIOIINE TIPEIIapaThl 1 1M~
TapaOWH Jal0T HEBBICOKYIO YACTOTY IOJHBIX OTBETOB, HO
IIpyW 100aBJICHNM K HUM BEHETOKJIAKCa B CTAHIAPTHBIX
nmo3ax (nccnemoBanmst VIALE-A, VIALE-C) gacTora oT-
BeTOB nosbilaercs ¢ 13—20 o 48—66 %. IIpu 3ToM yaa-
€TCS TIOJIYIUTh OTBET Ha JICUCHNE He TOJIBKO Y MAIlMeHTOB
C TMIEPBUYHBIMY OCTPBIMM JIEMKO3aMH, HO U C TIPEAIICCT-
BYOIIUMU MHUEIOAUCIIIACTUICCKUMHU CHHIPOMAaMMU,
0JIaCTHBIMU KPU3aMH, MAETIOIIPOIM(epaTUBHBIMA HOBO-
00pa3oBaHUSIMU. TaKMM CIIOCOOOM HE JOCTUTASTCST U3JIe-
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YeHHe, HO BO3MOXHO YBEIMICHUE TTPOIOKUTEIFHOCTH
XW3HU 1 00ecTIieueHre XOpoIero ee Kadecrna. Mcrmoms-
30BaHNE BEHETOKIIAKCA TTO3BOJISIET YJACTUIHO ITPEOA0JIETh
HeOJIaronpusITHOE BIUSHUE Hanudyus mytauuii TP53,
FLT3, IDH1/2 (y Hac B cTpaHe TI0Ka OTCYTCTBYEeT BO3MOX-
HOCTh MCITOJIb30BAaHMS TAPTETHBIX IIPErapaToB MPU 3TUX
MyTanusx). Pe3yabraThl mImTeIbHOTO HAOMIOACHUS 3a
namueHTamu ¢ OMJI B nccnemoBanusix VIALE-A, VIALE-C
ITOKAa3aJI1, YTO BBDKMBAEMOCTD MAIIMEHTOB IIPH J00aBIIe-
HAW BEHETOKJAaKca K a3alMTHUANHY YBEJIWUUIIach
B 1,5 paza, a mpu Hajmuuu mytaumu IDH 1/2 — 6omiee yem
B 3 pa3a. Hepenko 1ocsie moaydeHus gaxe MOJTHOTO OTBe-
Ta 'y 60ospHBIX OMJI coxpaHsieTcs TpaHC()y3MOHHAS 3aBH-
CHMOCTb M HEOOXOIMMOCTD TOCITUTAIM3AIINN B CTaIlHO-
Hap. BeHeTokIakc 1O3BOJISIET YMEHBIIUTH YacCTOTY
3aBUCUMOCTHU OT reMoTpaHcdysuii (¢ 37—58 no 16—34 %),
YTO CHIXKAeT HEOOXOAUMOCTD B TOCITUTAIN3ALIMSIX, PUCKHU
MHGEKITMOHHBIX OCIOXHEHWI W BBHIPAKEHHOCTD IIepe-
rpy3Kku XKeje3oM. Hanbosee gacToe ocIoXXHEHME TIPH JIe-
yennn OMJI — uuronenun IV crenenu. [Mpu neyeHun
BEHETOKJIAKCOM ITOOOYHBIMU 3(D(HEKTaMM TaKKe SIBJISTIOT-
¢S mUToIeHNM (Harbosee yacTo — HeTporeHus IV cte-
TeHN), TPEOYIOIIME CHIDKEHUST 103bl M OTCPOYKU Havata
oJepemHoro Kypca. Bmecte ¢ TeM mociie JOCTUKeHUSI TTOJI-
HOI pPeMUCCUY WJIU TTOJTHOM PEMICCUU C HETIOJTHBIM BOC-
CTaHOBJICHUEM JIAKe C SMM30I0M HeltpornieHuu IV crenern
3TO HE MPENITCTBYET NMEPEXOAY OONBILIMHCTBA MALIUEHTOB
Ha YKOPOUEHHBIN IIMKJ 1 TToBRIIIeHnIo OB 3a cueT MHTEH-
cuduKanuu iedeHus. B cBS31 ¢ OBICTPHIM HACTYIUIEHUEM
OTBeTa IPH IIPUMEHEHUW KOMOMHAIINM BEHETOKJIAKC +
a3alUTUINH BasKHO €TI0 OLIEHUTH C TIOMOIIIBIO MCCIICTOBAHMS
KOCTHOTO MO3Ta K KOHILy 1-TO IMKJIa, 9YTOOBI OIIPEIe/INTh,
SIBJISICTCSI JIM HETPOIIEHMSI Pe3yJIBTaTOM IIePCUCTUPYIOIIETO
3a0o0yieBaHUs WU o0ycaoBIeHa Tepanueit. HeilitponeHust
TTOIIACTCST KOPPEKIINH TTOCPEACTBOM OTCPOYKH CIICIYIOIIETO
LUK (1TOKa abCOMOTHOE YMCIIO HEWTPO(UIOB HE BOCCTA-
HoBUTC 10 >500/MK1). OKO0I10 60 % NALIMEHTOB, Y KOTOPBIX
TTOJTy9eH OTBET Ha Teparivio, B TPYITITe BEHETOKIIAKC + a3aru-
TUIWH B KOHEYHOM HUTOTe TIepelIn Ha 21/28-THeBHBIN LIMKIT
JeqeHus. [IpumedaTepbHO, YTO Y TTAIIMEHTOB C OTBETOM Ha
Teparmio, Tiepeieammx Ha 21/28-1HeBHBIHM IIUKIT paHbIIIe,
OBbLTO MeHbIIIEe TpaHC(y3Kii TPOMOOLIUTOB 1 OOJIee IIUTE b~
Hasl HEe3aBUCHUMOCTh OT TpaHC(hY3Uil TPOMOOILIMTOB TTOCITE
HCXOTHOTO YPOBHSI, YeM y Tiepeleamx Ha 21/28-mHeBHbII
MK TTo3nHee. Lluronenust, pa3suBIiasicss Ha (PoHe mpruMe-
HeHUST KOMOVMHALIMM BEHETOKJIAKC + a3alluTHIMH, TIOAAaeTC
KOPPEKITNH C TIOMOIIIBIO MOTM(UKALINK TO3UPOBAHMS BEHE-
TOKJIaKCa W TPAaHYJOIUTAPHBIX KOJOHUECTUMYINPYIOIINX
(akTOpOB Oe3 HEOIArONPUSITHOTO BIUSIHUSI HA UCXObI.

Mertonsl neuennst OMJI, 0coOeHHO Yy TTOXKMIIBIX MaIy-
€HTOB, ceifdac aKTUBHO Pa3BUBAIOTCS, OJIarogapss 4eMy Io-
SIBJISIIOTCSI HOBBIC 3h(DeKTUBHBIE TIperaparthl. cmonp3oBa-
HYe HOBBIX TEXHOJIOTUIA y OOJTbHBIX 3TOM TPYITITHI ITO3BOJISIET
3HAYMTEIbHO CHU3UTh 3aTPaThl Ha TIOICPKUBAIOIIIYIO Tepa-
MO ¥ HEOOXOIMMOCTD CTAITMOHAPHOTO JICUCHHSI.

49


https://creativecommons.org/licenses/by/4.0/

50

TOM4/V0L.4
M D-ONGU 1 2024 (0B30P KOHDEPEHUMNA
CONFERENCE REVIEW

MarepuaJi noJAroTOBII

Bacuauii Anamoavesuu Illysaes,

0.M.H., 3068e0YIOUUI KAUHUKO-OUAZHOCMUYECKUM OMOENeHUEM 2eMAMOA0UL U XUMUOMEPANUU ¢ OHEBHbLIM CIAUUOHAPOM
DI'BY «Poccuiickuii HayuHo-uccae008amenbeKuil UHCmumym 2emamonoeuu u mpanc@ysuonoeuu PedepanvHoco meduxo-
OuonoeuuecK020 azeHmcemea», npogeccop Kapedpor cemamonocuu u mparcgysuonroeuu PIbOY JII0O «Poccuiickas medu-
YUHCKAS aKademusi HenpepbieH020 NpogheccUuoHabHo20 00pa3osanus» Munzdpasa Poccuu

Ilpeacenareau U MOZEPATOPH:

IMInanep Exarepuna DayapaoBHa, K.M.H., 3aBenyrolias otaeneHreM reMaroiorun [bY3 MO «OnuHIoBcKas 00-
JlacTHas1 OOJIbHUIIA», TJIaBHbIA BHEIITATHBIM CELMATUCT AETCKUI rematojor MuH3napaBa MoCKOBCKOI 00J1acTu,
[JIaBHBIM BHELITATHBINA AETCKUI reMaTosor MuH3apaBa MocKOBCKOM 0061acT

Murnna TaTesaHa AJleKceeBHA, 1.M.H., pyKOBOIUTEIb OTACICHNUS KIMHUIECKOM TeMaTOJI0TUN M UMMYHOTEpAITnH,
npocdeccop Kypca KIMHUYECKOU TpaHChy3nOJIOTUY TIpU Kadeape aHeCcTe3U0NIOTMY U peaHuManun (HakyasreTa yco-
BepieHcTBoBaHM Bpadeit [ BY3 MO «MoCKOBCKII 06/1aCTHOM HAyYHO-UCCIEAOBATEILCKIIN KITMHUYECKUIA MHCTUTYT
M. M.®. BraguMupcKoro», IIaBHBIM BHEIITATHRINA CIIEIIATUCT-TeMaTojior MuH3apaBa MOCKOBCKOI 001aCcTH

3eiinaniosa IlepBuH AiinbiHOBHA, 1.M.H., TIpodeccop, 3aMEeCTUTEIb TUPEKTOPA, PYKOBOAUTEIh OTACIICHUS] OHKOTE-
MaTOJIOTUM OHKOJIOTUYeCcKOTo LieHTpa KimmHuueckoro rocnutans «JlamuHo 2» rpynibl KOMITaHUR «MaTh U TUTS»,
npodeccop kadeapsl oHkonoru @TAOY BO «IlepBolit MOCKOBCKHUIT rocyaapCcTBEHHBIN MEIUIIMHCKUIA YHUBEPCUTET
M. .M. CeueHoBa» Mun3npaBa Poccun (CeueHOBCKMIT YHUBEPCUTET)

DKcmepThi:

3axapoB Cepreii [ennanbeBnd, K.M.H., Bpa4-reMaTOJIOT, TOLICHT Kadeaphl TeMaTOJIOTHH M KIIMHUYECKOU TpaHCchy-
snosiorun 'BY3 MO «MocKoBcKMii 00J1aCTHOM HayYHO-MCCIIET0OBATEILCKII KITMHNYeCKii MHCTUTYT nM. M., Bia-
TUMHUPCKOTO»

KontneBcknii imbsa HukosaeBud, Bpad-reMaToIor KOHCYJIBTaTUBHO-AarHoctTudeckoro mearpa 'bY3 MO «Moc-
KOBCKMIT 001aCTHOM HAyYHO-MCCIICAOBATEILCKIN KITMHNIeCKII MHCTUTYT M. M.D. Branummpckoro»

Anemmnaa Oubra AJleKCaHApoOBHA, K.M.H., CTapIINii HAyYHBIN COTPYIHMUK, 3aBEAYIONIAs OTACICHIEM TeMaTOJIOTUN
U XUMUOTEPAITUN OCTPHIX JIeliko30B U mMboM PI'BY «HaumoHanbHBIN MEIUIIMHCKUIA UCCIEAOBATEICKIM LIECHTP
reMmaTojorun» Munsapasa Poccun

®anees Poman CepreeBud, K.0.H., 3aBeAyIOIINIT JabopaTopreit (hapMaKOJIOTMISCKON PETYISIINN KJIETOUHOMN pe3n-
creHTHOCTH PI'BYH «MHCTUTYT TeOpeTUIECKOI U SKCITepUMeHTaIbHOM onodu3nkn PAH»

Pymsnanes Cepreii AnekcaHapoBmd, 1.M.H., mpodeccop, wieH-KoppecnioHaeHT PAH, mpodeccop PTAOY BO «Poc-
CUIACKUI YHUBEPCUTET NpYy>XKObl HapoaoB uM. Ilatpuca JTlymymoObi»

3ynbkapaaeB Ajiekceii barpiprapaeBmy, 1.M.H., TOLIEHT, TIpodeccop Kadbenaps! Hedhponornu 'bBY3 MO «MocKoBcKmit
00JIaCTHOIT HAYIHO-MCCIICIOBATeIbCKIUI KITMHUYECKUI MHCTUTYT UM. M.®D. Branumupckoro»

Yykcuna Ommsa FOpbeBHa, K.M.H., CTapIINii HAYIHBIM COTPYIHUK JabopaTtopun nmmyHosnoruu I'bY3 MO «Moc-
KOBCKMIT 001aCTHOM HAyYHO-MCCIICA0OBATEILCKIN KITMHNIeCKUI MHCTUTYT M. M.D. Branummpckoro»

®aneesa Npuna CepreesHa, K.0.H., 3aBeyolas 1adboparopueit 6nomennunuHckux texaonoruii ®I'bYH «MucTn-
TYT TEOPETUYECKON U SKcnepuMeHTaabHo 6uopusuku PAH», . [lymuHo

Kennosa Eprenns MiBanoBHa, K.M.H., Bpau-TeMaToJIOT, 3aBEAYIOIIAsl OTICICHUEM IeMaTOJIOTUH M BRICOKOIO3HOM
xummotepanuu I'BY3 . Mocksnl «Toponckas knnHndeckas 6oabHMIIA Ne 52 1I3M»

PykaBunpin Ouier AHaToJbeBnd, 1.M.H., podeccop, HavyaabHUK remMaTonorndeckoro nentpa ®I'BY «IiraBHbIi
BOCHHBIN KJIIMHUYEeCKUIA rocniuTaib uM. akana. H.H. bypaenko» MuHo6opoHsl Poccun, rinaBHbIM BHELITAaTHBIN reMa-
TOJIOT rocniuTans ¥ MuHo6opoHsl Poccun

Illysaes Bacmmii AHATOIbeBUY, [I.M.H., 3aBSAYIOIINI KIMHUKO-TNATrHOCTUYECKUM OTIACICHNUEM TeMaTOJIOTUH
1 XUMHOTEpaIlnu ¢ THeBHBIM cTarmoHapoM PI'BY «Poccuiickuit HaydHO-HCCIeI0BATeIbCKIM MHCTUTYT T€MaTOJIOTUN
u TpaHchysuogornn PenepaqbHOr0 MeAUKO-OMOJIOTMICCKOTO areHTCTBa», Ipodeccop Kadeapbl reMaTOJIOTUN
u tpancoysuonorn ®I'bOY IAI10 «Poccuiickas MenuIIMHCKAs aKageMusl HETTPEephIBHOTO MTPOodeCcCuOHAIBLHOTO 00-
pasoBaHusl» Mun3apasa Poccuu


https://creativecommons.org/licenses/by/4.0/

M D 0 N GU 1 294 0530P KOHOEPEHLIM
2024 R I (D) BY 4.0

Tlubnesa Mpnaa BaaauvmpoBHa, 1.M.H., 3aBeaylolast 1abopaToprueit ”MMyHO(DEHOTUTMPOBAHNUS KJIETOK KPOBHU
1 XoctHoro mo3ra @I'BY «HanmoHanbHBIIT MEAUIIMHCKUIA MCCIIeTOBATEIbCKUI LIEHTP reMaTolorn» MUH3IpaBa
Poccun

Cemouxkun Cepreii BsaueciaBosmy, 1.M.H., Ipocdeccop, Bpad-reMaToor MOCKOBCKOTO HaydHO-HUCCIIEI0BATEIBCKO-
ro oHKoJiorndeckoro nHcTutyta um. I1.A. Tepuiena — ¢punmana ®I'bY «HaumoHanbHBI MEAULIMHCKNAI MCCIIeOBA-
TEeJILCKUM LEeHTp paguonorun» Munsapaa Poccun

JIxynaksn Yaan JlesoHoBm4, K.M.H., yueHEI cekpetapb @PI'BY «HarmoHaIbHbII MeTUIIMHCKUI NCCIICI0BATEIbCKIIM
LIEHTpP remaToyioru» Munsapasa Poccun

Crarbs noctymuia: 15.12.2023. Ilpunsara K myoaukanun: 18.01.2024.
Article submitted: 15.12.2023. Accepted for publication: 18.01.2024.

b1


https://creativecommons.org/licenses/by/4.0/



