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OBIIAA XAPAKTEPUCTUKA PABOTBI

AKTYaJIbHOCTh TeMbI HCCJI€OBAHUS U CTENEHb €€ Pa3padoTAHHOCTH

Octpeiii  muenouansiii  Jeriko3 (OMJI) — reTeporeHHOE 3JI0KaY€CTBEHHOE
3a00/IeBaHUE CHUCTEMBl KPOBH, XapaKTepU3ylolleecs KIOHAJIbHOW OKCIIaHCHEH
Mueno0aacToB B KoctHoM Mo3re (KM), nepudepuueckoit KpoBH, CelIe3€HKe, a TAKXKE B
JPYTHX OpraHax W TKaHsAX. Pe3ynbTaThl JIeueHUs JCTeH ¢ BIepBbic BbIABICHHBIM OMJI
3aBHCAT KaK OT JaHHBIX MMMYHO-OHMOJIOTMUECKUX OCOOCHHOCTEH OMyXOJIEBHIX KJIETOK
(Mmopdonorudeckoro Bapmanta no FAB-kimaccupukanum, AMMYHO(PEHOTUITHYECKHX
XapaKTEePUCTUK, JaHHBIX IUTOTEHETHYECKOTO U MOJIEKYJISPHOTO UCCIICIOBAHUN), TaK U
OT CPOKOB OTBETa Ha MHAYKIMOHHYIO Tepanuio (Creutzig et al., 1999, Langerbrake et
al., 2006). IlpoBeneHue COBpPEMEHHBIX MPOrpaMM JICUCHHUS TMO3BOJISCT MOJIYYHTH 5-
JeTHIO 00myto BeDKHBaeMocTh (OB) He Oosnee uem y 75% OONBHBIX C BIEpBBIC
auarnoctupoBanubiM OMJI (Creutzig U, et al.,, 2018, Langerbrake et al., 2006).
[larueHTHl ¢ peruanBOM 3a00JIeBaHMS, KaK MpaBuio, pedpakTepHbl K CTaHIAPTHBIM
POTUBOPELIMAUBHBIM TPOTOKOJIAM, MO3TOMY BEpOSITHOCTH jaojrocpouHoit OB mocie
permauBa He mpesbimaeT 40 % (Sander, A., et.al.,, 2010, Rubnitz, J.E., et.al., 2007).
Huzkyto 3¢ @deKTHBHOCTh JieUeHHS OOYCJIOBIMBAET OTCYTCTBHE IPUHIMIHUATIBHBIX
POTHOCTUYECKUX MApPKEPOB, KOTOPbIE MOIJIM OBl OMNpeAenuTh (aKTopbl pUCKa U
UCIIONIb30BAaThCsl  JJIE OOOCHOBAHMSI WHTCHCHBHOCTH TEpamuud y TMAlMeHTOB C
peruanBamu u pedpakrepusimu Gopmamu OMIL (p/p OMII). Octaercst HEU3BECTHBIM
HACKOJBKO BIHAeT Ha A(P(PEKTUBHOCTH JIEUCHUS PEIUIMBOB HMHTCHCHUBHOCTD
MPEANIeCTBYIONIEH  Tepamuu, JIIUTEIBHOCTh TIEPBOM  PEMHUCCHUH,  PE3YJIbTAThI
WHUIMATFHOTO UMMYHO(EHOTHIMPOBAHUS  OIYXOJEBBIX KIETOK ©  DBOJIOHS
uMMmyHoeHoTuma OmactoB mnpu pemumuBe OMJL. Takke HE 10 KOHIIA TOHSITHO
BIIUSTHUE HBOJIIOIMU TEHETHMUECKUX W3MEHEHUH OJIACTHBIX KIETOK JIsl OMpEJCICHHUS
OTBETa Ha JICYCHHUE U TPOTHO3.

Panee cuurtanock, 4to y 001apHbIX OMJI ecTh TOIBKO OJMH IIAHC HA U3JICUCHUE:
WHTCHCHBHAS XHMHOTEpANUs C ayTOJOTMYHOM (ayTo-) WJIM aJIOTEHHOW (auio-)

TpaHCIIaHTalKel remonostuyeckux cTBoJIoBbIX KiIeTok (TI'CK), HO ¢ mosiBieHueM
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HOBBIX 3HaHUN O OMOJOTUM OJIACTHBIX KJIETOK IPH OCTPOM MHUEJIOHMJIHOM JIEHKO3€ U
BBEJICHUS PUCK-aIalITUPOBAHHOMN Tepanuy B MPAKTUKY JieueHus aerend, 0onbHbIx OMII,
nokasanusa K ayro- win amo-TI'CK Bo Bpemsi NepBO pPEMHCCUU COKPATUIUCh U
nposenenue TI'CK ocTanock 00s3aTebHBIM 3TAllOM TEPANUK y AETeH C pelUuaruBaMH U
pedpakrepabivu OMJL

Takum oOpa3oMm, MNpPOBEACHUE CPABHUTEIBHOIO aHaiu3a OMOJIOTHYECKUX
XapaKTepUCTUK OJIACTHBIX KJIETOK (MMMYHO(EHOTHNA M AAHHBIX LUTOI€HETHYECKOTO
UCCIIeIOBAaHUsA) OOJIbHBIX C BIEPBbIE JAMATHOCTUPOBAHHBIM OCTPHIM MHUETOUIHBIM
nerko3oM U ¢ peuuauBamu  OMJIL, oOlLleHKa YacTOThl TOJHBIX PEMHUCCUI U
BBDKMBAEMOCTH TAIMEHTOB B 3aBUCUMOCTH OT OHOJIOTMYECKHX MapameTpoB
ONyXOJIEBBIX  KIIETOK, HWHTEHCUBHOCTM INEPBUYHOM TepallMd U  I[POrpaMMBbl
IPOTUBOPELIMJAUBHOIO JICYCHHMS, H3YUYECHUE BIUAHUSA MPOJOJDKUTEIBHOCTH IEPBOM
PEMUCCHM UM BpPEMEHHM JIOCTMIKEHMS IIOBTOPHOM pPEMHUCCUM HAa  PE3YJbTaThl
JOJITOCPOYHON BBDKHUBAEMOCTH — II03BOJIUT ONTUMU3UPOBATH CTPATETUIO JICYEHUS

netei ¢ pernuauBamMu U pedpakrepabiMu popmamu OMIL.
eab uccaenoBanus

Pa3zpaboTarh onTHMasibHBIE MOAXOJBI K TEPANUHU PEUHUIUBOB U pedpaKkTepHBIX
GbopM OCTpPOro MHEIOWAHOTO JIeWKOo3a y JETei Ha OCHOBAaHWHU aHajin3a KIMHHYECKO-

OMOJIOTMYECKUX XapaKTEPUCTUK OITYXOJIH.
3agauu uccjie10BaHUA

1. OxapaktepuszoBaTh W TPOAHATU3UPOBATH DSBOJIONHI0 HMMYHO(EHOTHUIIA
0JIaCTHBIX KJIETOK IIPU OCTPOM MHEIIOMIHOM JICHKO3€ Y IETEH.

2. BpIgBUTH KIMHHUKO-OMOJIOTHYECKHE (AKTOPHl TMPOTHO3a MPU PEIHUIUBAX U
pedpakTepHBIX (hOpMax OCTPOr0 MUEIOHITHOTO JICHKO3A.

3. Ilpoananu3upoBaTh 3PhEeKTUBHOCTH (PrymapaOuH- 1 MUTapaOUH-COIEPIKAIINX
CXeM XMMHUOTEPAUHN BTOPOH JTUHUU TIPU PEIUANBAX U PePPaKTEPHBIX (HOpMaX OCTPOTO

MUEJIOUIHOTO JIEUKO3a.
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4. OnpenenuTh 3HAYECHHE DSIHUICHETUYECKOM TEpanuyd W TPAHCIUIAHTALMHU
Ie€MOIMOATHYECKUX CTBOJIOBBIX KJIETOK MPH JICUEHUH PELMJIUBOB U pedpakTepHbIX (HopM

OCTPOI'0 MHUEJIOUIHOIO JIEUKO3a.
MeTon0/10rusi 1 METOAbI HCCIE10BAHUSA

JIist pemieHus: MOCTaBICHHBIX B MCCIEJOBAHUU 3aJlay B aHAJIU3 ObLIO BKIIOYEHO
54 mamuenta B Bo3pacte 9,2 + 4,6 net ¢ p/p OMJIL. Bcem nainueHTaMm JuarHocTHKa U
neyenue p/p OMIJI mpoBomunuch ¢ sHBaps 1997 roga mo sHBaps 2021 roma B
OTJEJICHUN XUMHUOTEpANUU TeMOOJacTO30B, HAYYHO-HMCCIIEAO0BATEIbCKOTO HWHCTUTYTA
JNETCKOM OHKOJIOTUM W Temarojoruu umeHu axkaagemuka PAMH JLLA. JlypHoBa
denepanbHOTO  TOCYAapCTBEHHOIO0  OIO/KETHOTO  yupexzaeHus «HarnumoHanbHbIN
MEIUIMHCKUA HCCIEIOBATEIbCKUA LEHTp oOHkonormu wumenn H.H. broxuna»
MunucrepctBa 3apaBooxpanenus Poccuiickoit @eneparun (HUM nerckoit oHkomoruu
u rematosiorud um.akaga. PAMH JILA. dypuoBa ®I'BY «HMMUI] onkosoruu um. H.H.

brnoxuna» Munsnpasa Poccun). AHanu3 BeDKUBaeMoOCTH npoBeieH Ha 21.08.2022r.

Tepamnus BceM OOJIBHBIM C EJIBIO MOTYYEHUs BTOPOM peMuccun ObUIa MpoBeeHa
o pasnuyHbIM nporpammam: aBa kypca FLA (2FLA); HAM c¢ daynapabunom u
BenesugomM; HAM u FLA; FLA ¢ azanmuTuauHOM, a3allUTUIUH B MOHOPEKHUME,
uTapabuH B codeTanuu ¢ L-acmaparunazoil u azanutuaunHoMm; FLA ¢ 6opTtezomubom,
IUTapaOMHOM U JayHOPYOUITUHOM.

Metoasl  UMTONOTUYECKOM W MUMMYHOJIOTMYECKOW  JAUArHOCTUKH  ObUIM
ctanaapTHeiMu. UMMyHOpeHoTHITMpOBaHKe OnacTHBIX KieTok KM mpu mHMIMansHON
nuarHoctuke ¥ B peuuanse OMII nmpousBoansiock MeTo1oM 3—8 BETHON MPOTOYHOM
nutomeTpun Ha npudopax BD FACS Canto II u FACScan (Becton Dickinson, CIIIA).
C 2013 roma WMMYHOJMArHOCTHYCCKHE TOAXOABI 0Oa3WpoBaauch Ha 8-I[BETHOM
kounenuu Euroflow.

s cratrucTUdeckoil oOpabOTKM BCE JIaHHBIE O MAlMEHTaX M pe3ysbTaTax UX
nedyeHus: ObUM (OpPMaAIM30BaHbl C MOMOUIBIO CHEHHAIBHO Pa3padOTaHHON KIMHUKO-
nabopaTopHOi 0a3bl JaHHBIX. CTATUCTUYECKUM aHAIN3 TTPOBOIUIICS C MCIIOIb30BAHUEM

naketa KoMmmnbloTepHbIX nporpamm SPSS 21.0 for Windows.
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Hay4yHast HOBU3HA

Bnepseie B Poccum nmpoBeneH aHanu3  KIMHUKO-MOP(OJIOTMYECKUX U
MMMYHOJIOTHYECKUX XapaKTEPUCTUK OJIACTHBIX KIETOK y JAeTel ¢ peuuauBaMu U
pedpakrepasivu hopmamu OMIJIL. OnpexneneHa vacToTa AOCTIKEHHUS PEMUCCHU U
BBDKMBAEMOCTH B 3aBUCUMOCTU OT KJIMHUYECKUX U OMoornueckux AaHHbIX. [IpoBenen
CPaBHUTEJIbHBIA aHAM3 HaumOOJee COBPEMEHHBIX MPOTUBOPEUUAMBHBIX MPOrpaMM
Tepanuu ¢ BKIOYeHHEeM Giayaapabuna u uurapabuna. OrneHeHa S(PGEKTUBHOCTH
ayronornyHod u amioreHHod TI'CK. Ha ocHOBaHMM TIIONYYEHHBIX pE3YJIbTATOB

pazpaboTtana crparerus JeueHus p/p OMJI y nereit.
TeopeTnueckasi 1 NpakTUYecKasi 3SHAYMMOCTD

Ha ocHoBaHMM TIPOBEACHHOTO WCCIICIOBAHUS, BBIJCICHBI JIOMOTHUTEIbHBIC
HEeOIaroNpHUATHBIC TTapaMeTPhl, KOTOPBIC HAPSIAYy C TPAJAUIIMOHHBIMU (DAKTOpAMHU pUCKa
MOTYT COCTaBUTh OCHOBY HOBOW MPOTHOCTHUYECKOW MOJENH, MO3BOJISIONIEH HA PAHHUX
ATamnax ONpeNeIuTh KpaitHe HeOJaronpusaTHYIO TPy OOJbHBIX, YTO B CBOIO OYEPEIb
ABJIAETCS TIOKa3aHUEeM K MOJIU(MUKAIIMU TEpauK U MOBBIIEHUIO €€ 3()(PEKTUBHOCTH Y
naiueHToB ¢ p/p OMJL

B cooTBeTCTBUU C BBINOJTHEHHBIM CPABHUTEILHBIM aHATM30M MEXIY OCHOBHBIMU
baynapabun- u nurapabunconepxkammumu (2FLA; HAM + daynapabun + Berne3us;
HAM + FLA; FLA + azauuTuauH) OpOTUBOPELUMAMBHBIMU IIPOTpaMMaMHU Tepamnuu
OMUJI ompenenensl Hanbonee 3 deKTUBHBIE.

Ouenka s pexTuBHOCTH UCIIOJIb30BaHUS MPOTHUBOPEIUANBHOM
nomuxumuoTeparuu  (IIXT) B kKoMOMHAaIMM C DJNUTEHETHYECKUM areHTamu (5-
a3alUTUUH, JCIUTAOWH, BAJBIPOEBas W TOJHOCTHIO TPAHC-PETUHOEBAS KHUCJIOTHI)
mo3BOoNIIIIa  CHOPMYITUPOBATH PEKOMEHJAIMKM TO  O0SA3aTEIBbHOMY  BKIIOUCHUIO
MpemnapaToB ¢ YMUTCHETUYECKUM JIEUCTBHEM B JieueHue aeteit ¢ p/p OMIL

Otpaxena 3naunMocTh amno-TI'CK B nedenumm mammentoB ¢ p/p OMII u
OmpeJiesieHbl ONTUMAJIbHBIE CPOKHM €€ MPOBEJICHHs - He Mo3/Hee 14 Henenb OT Haydala

MIPOrPAMMHOIO JICYEHHS.



JINYHBIA BKJIAJ

COop memuuuHCKON uHMOpMALUMU, y4acTHE B OOCIEIOBAHMU M TPOBEIACHUU
nedeHus: OOJBHBIX, OTHOCAIIMXCA K TMPOCIHEKTUBHOW uacTtu wuccienoanus. COop
nHpopMalMK O MalMEeHTaX PETPOCHEKTUBHON 4YacTH, aHalu3 HUCTOpUMl OOJIe3HU U
KaTaAMHECTUYECKUX JAaHHBIX C TMOCIEAYIONEd CHUCTEeMaTH3alMed Marepuaia H
CO37aHUeM 3JIEKTPOHHOM 0a3bl AaHHBIX Aered ¢ p/p OMIJIL, mpomeamux jgedeHue B
OI'bY «HMUI] onkonoruu uM. H.H. bnoxuna» Munsznpasa Poccun. Cratuctudeckas
00paboTKa, aHATU3 TOJYYEHHBIX JAaHHBIX U U3JI0KEHUE PE3yJIbTaTOB B MIEYaTHOM BUJIC.
[IpoBenenue mnouWcka H aHajdW3a COBPEMEHHOM OTEUECTBEHHOM U 3apyOekHOU

JUTEPATYPBHI.
CooTBeTCcTBHE MACTIOPTY CHENUATBLHOCTH

Hayunbie mosokeHusi auccepTalud COOTBETCTBYIOT MACIOPTY CHEIHATbLHOCTH
3.1.6. OHkonorus, JiydeBas Teparusi HalpaBJICHUIO UCCIeq0BaHui: 11.2. MccnenoBanus
Ha MOJIEKYJIIPHOM, KIETOYHOM M OPraHHOM YpPOBHSIX OJTHOJOTMM M TaTOreHesa
3JI0KQYECTBEHHBIX OIYyXOJiel, OCHOBAHHBbIE HA COBPEMEHHBIX JOCTHIKEHUSX psiaa
€CTECTBEHHBIX  HAyK  (T€HETUKH, MOJEKYJSIpHON  Ouonoruu,  MopdoJIoruu,
UMMYHOJIOTUH, OWOXMMHUH, OMOPH3WKU U 1p.); M.6. VM3ydeHne Ha MOJEKYISIPHOM,
KJIETOYHOM W OPTraHHOM YpPOBHSIX OCOOCHHOCTEH BO3HMKHOBEHHS U Pa3BUTHUSA
OHKOJIOTUYECKHX 3a00JI€BaHUN B JETCKOM W MOAPOCTKOBOM Bo3pacte. PaspaboTka u
COBEPIIIEHCTBOBAHUE METOJIOB JMATHOCTHKH, JIEYCHUS W TMPO(MIAKTHKH B 00JacTd
neguaTpuueckoid onkojoruu; m.10. Onenka 3¢h(EKTUBHOCTH MPOTHBOOIYXOJIEBOTO

JICUCHHUS Ha OCHOBC aHaJIM3a OTAAJICHHBIX PC3YJIbTAaTOB.
HOJIO)KGHI/IH, BbBIHOCHMMbIC HA 3a1IIUTY

1. OmnyxoneBbiii kjoH mpu peruauBe OMJI mo uMMyHO(DEHOTUTTUYECKUM
XapaKTepUCTUKaM HECTAaOWIICH MO CPaBHEHHUIO C BIEpPBBIC nuarHocTupoBaHHEIM OMIJI,
9TO KOCBEHHO OTpaXkaeT €ro OSBOJIONHUI0 U (OpMUPOBAHHE PE3UCTEHTHOCTH K

CTaHIAPTHOW NPOTUBOOIYXOJIEBOM TEPAITUU.
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2. brnaronpusTHBIMM NPOTHOCTUYECKUMH (akropamu npu peuuauBax OMII
ABJIAIOTCS OOHapyXeHHe B OJIACTHBIX KJIETKax LMTON€HETHYECKUX abepparuit
[t(8;21)(q22;922), inv(16)(p13.1922), t(16;16)(p13.1;922)],
M30JIMPOBAHHBIN KOCTHOMO3IOBOM PEUUAMB U JOCTH)KEHUM pPEMUCCHMM Ha 15-i 11eHb

TEpanuu.

3. Hawubonee »sddekTuBHBIMU mporpaMMaMu  JICUCHHUS  PEUUIUBOB U
pedpakrepabix hopm OMII saasitorcs cxembl FLA+FLA 1 HAM+FLA B coderanuu c
AMUTEHETUYECKUMHU TpernaparaMy M TOCJICAYIOIINUM MPOBEICHUEM TpaHCIUTAaHTAIlUH

AJUIOTE€HHBIX T€MOIOATUYECKUX CTBOJIOBBIX KIJIETOK.
BHenpenne pe3yJibTaTOB HCCJI€I0BAHUSA

[lomydeHHble  pe3yabTaTbl  HCCIEIOBAHHUS  BHEIPEHbI B  MNPAKTUYECKYIO
nestenbHocTsh HUM neTckodl OHKOJOTMM M TeMaToJIOTMH MMeHM akagemMuka PAMH
JLA. HQypunoa ®I'bY «HMMUII onkonmoruu um. H.H. brnoxuna» MunznpaBa Poccuu

(akT 0 BHEPEHHUH PE3yJIbTATOB IUCCEPTAIMOHHON pa0boThl OT «21» denpais 2023r.).

OCHOBHbBIE TOJIOKEHUSI JIHCCEPTALIMU  JIOJOKEHBl HAa BCEPOCCUHCKUX U
MexaAyHapoaHbiX KoHpepenuusax: VI Cwe3n gerckux onkonoroB Poccum ¢
MEXIyHapOoaHbIM ydacTHeM 1-3 oktabps 2015 roma, 1. MockBa; Tperuit
Bceepoccuniickuii  menuarpuyeckuii  GopyM  CTYACHTOB M MOJOJBIX YYEHBIX C
MEXKJIYHApOAHbIM ydacTuem, r. MockBa, 18-20 mas 2022r; II MynbtunieHtpoBas

BcTpeua «Poccutickoit rpynnet BFM», 11-12 Hosi6ps 2022 roxa, r. Mockaa.
Anpobdanus

AnpoOanus JuccepTaliy COCTOSIaCh HAa COBMECTHOM HaydYHOW KOH(pEpPEHIUU
noapazaenennii HUM neTrckolt OHKOJIOTWMW M TeMaToJoTMuM MMeHH akaaemuka PAMH
JLA. JlypuoBa ®I'bBY «HMMUI] onkonornu um. H.H. bioxuna» MwunszapaBa Poccum:
JETCKOW OHKOJIOTMM W TeMaTojoTuH (XumuoTtepanusi remMobnacto3oB) Nel, nerckoii
OHKOJIOTUM W TeMaToJIoruu (XumuoTepanusi remobsacto3oB) No2,  gerckoe
OHKOJIOTMYECKOE OTAECICHUE XUPYPTrUUECKUX METOAO0B JieueHus ¢ nposeaeHnem XT Nel

(omyxoJieid TOJOBBI W IIEU), JIETCKOE OHKOJOTHYECKOE OTHAEJICHHE XUPYPIHUEeCKHUX



MeTonoB JieueHuss ¢ mpoBereHueM XT Ne3 (omyxosnedt OMOpHO-IBUraTelbHOTO
anmnapara), AeTCKO€ OHKOJOTMYECKOE OTAECICHHE XUPYPrUYECKHX METOJIOB JICUEHHUS C
nposenenueM XT Ne4 (mereit paHHero Bo3pacrta), JETCKOE OHKOJIOIMUECKOE OTIEICHUE
Nel (xummoTepanuu omnyxojed TOpakoaOAOMHUHAIBHOM JIOKATU3ALMK), JETCKOE
OHKOJIOTHYECKOe oTheneHre Ne2 (XuMUOTepanuu OMyXOJIeW OMOPHO-IBUIATEIbHOTO
anmapara), OTAeJIeHue JETCKON TpaHCIIAHTAllMM KOCTHOTO MO3ra U FeMOMO3THYECKUX
CTBOJIOBBIX  KJIETOK, OTJEJICHUE  AaHECTEe3UOJOTMM - peaHuMalud, Hay4dHOo-
KOHCYJIbTaTUBHOE OTIEJEHUE, OTAEN JIy4EBBIX METONOB JHATHOCTUKU M TEpanuu
OMyXOJIeH, KIIMHUKO-AHUArHoCTUYecKas JiabopaTtopus, coctosiBiieics 28 deppans 2023

rojaa.
Iy6oaukanuu

OcHOBHBIE pe3yJIbTaThl JAUCCEPTAIIMOHHOTO KCCIICIOBAHUS TPEJCTABICHBI B 6
NEYaTHBIX paboTaxX, B TOM YHCIE B 2 CTAaThSIX B PEIEH3UPYEMbIX HayYHBIX JKypHaJax,
pexomengoBaHHbix BAK npu Muno6puayku Poccun mist onyOiMKoBaHUS OCHOBHBIX

PE3YNIBTATOB IUCCEPTAIIMOHHBIX UCCIEOBAHUM.
O0bem u cTpyKTYpa padoThbl

JucceprannonHasi paboTa COCTOMUT M3 BBEIEHUS, 0030pa JUTEpaTyphl, 3 TIaB
COOCTBEHHBIX HCCIEAOBAHUM, 3aKIIOYCHUS, BBIBOJIOB, MPAKTHYECKUX PEKOMEHIAIHH,
CIIUCKa COKpalleHHMH H YyKazaTens JnutepaTypbl. OO0beM paboTel coctaBisieT 122
CTpaHHUIIBl MAaIIMHOMHUCHOTO TekcTa. Pabora wmmoctpupoBana 19 tabmumamu u 27

pUCYHKaMU. YKa3aTesb JUTEPATYphl COAEepKUT 117 HCTOUYHUKOB.

COJIEPKAHUE JUCCEPTALIUOHHOM PABOTHI

MaTepuajbl U METOAbI HCCJIET0BAHUS

B nacrosimell paboTe nMpoBeIeH aHadu3 PEe3yibTaTOB JieueHUs! 54 MalUEeHTOB, C
ycTtaHoBieHHbIM p/p OMJIL. JluarHocThika W JedeHHe NpoBoAmIuMCh Ha O0aze HUU
JNETCKOM OHKOJOTMM W remartosniornu umeHu akagemuka PAMH JLLA. JlypuoBa ®I'BY

«HMMUI] onkonorun um. H.H. bnoxuna» Munzapasa Poccun, B nepuosa ¢ 1997 romga no
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2021 rona. Pe3ynbTatsl edyenus oueHuBanuch Ha 21.08.2022r.

Tepanus ¢ HENpI0 MOJYYEHHUs] BTOPOM peMUCCHMU ObLIa IMPOBEIEHA MO YEThIPEM
ocHOBHBIM nporpamMmam: 2FLA (n = 11; 20,4%); HAM ¢ ¢aynapaObuHoM U Bene3uaom
(n=19; 35,2%); HAM u FLA (n=10; 18,5 %); FLA c azauutuguaom (n = 10; 18,5%).
Yersepo mnamueHToB (7,4%) mnonyunnum wuHyto npotuBopeuuauBayto IIXT: nBoe
MAIMEHTOB — TEPAIUIO a3allUTUIUHOM B MOHOPEKMME; OJMH MalMeHT — IUTapaOuH B
coueTannu ¢ L-acmaparmHa3oil M a3allMTUAMHOM; OJWH TAIMEHT — B MEPBOM Kypce
[IXT pexum FLA, mnocime kotoporo Obul BBeAeH OOpTe30MHO B COYETAHHHM C

uTapabuHOM U nayHopyourmaom (Pucynok 1).

WHaA cxema
Tepanuu; 7,40%

i HAM +dnynapabun +

HAM Bene3ing

+GnyaapabuH + ¥ 2FIA
Bene3ung; 35,20%
FLA + azauutngmH
2FLA; 20,40%
HAM + FLA

FLA +
a33aUUTUANH;

18,50% % MHaA cxema Tepanuu

Cxema FLA (®nynapa6bun 30 mr/m? 1-51am; murapabun 2000 mr/m? 1-51um).
Cxema HAM (Llutapa6un 3000 mr/m? 1-31uu; MuToKCaHTpoH 12 Mr/m? 2-41um).

Pucynok 1 — Pacnpenenenue OOJIBHBIX ¢ PEIUAUBOM U pedpakTepHOi HopMoit
OMUJI B 3aBUCHUMOCTH OT MPOTPaMMbl UHAYKIIUU BTOPON pEMUCCUU

Pacnipenenenne mo Bo3pactam OBUIO COTJIACHO YCTAaHOBHBIIUMCS B TIEAHATPUN
HopMmaM. Bce manmentsl Obutn B Bo3pacTe OoT 13 mec. no 17 ner. CpeaHuil Bo3pact
O0onbHBIX cocTaBmi 9,2 + 4,6 nmer. bonbmiee uncino mamueHToB (46,3%) OoTMEYEHO B
rpymme 7,1-14 ner (Tabauma 1). MansunkoB ObUTO HECKOIBbKO OoJbine (n=32; 59,3%),

yeM neBouek (n=22; 40,7%).
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Tadauua 1 — Pacnipenenenue nanuentos ¢ p/p OMJI B 3aBUCUMOCTH OT BO3pacTa

Bo3pacr, ner aoc. %

1,1-3 7 13,0
3,1-7 14 25,9
7,1-14 25 46,3
>14,1 8 14,8
BCETO 54 100

Ka)KI[BIﬁ IIalUCHT, HOHy‘laBHII/Iﬁ MNPOTUBOPCHUINBHYIO TCPAIIUTO, OBLJI OTHECEH K

OIIHOﬁ N3 IBYX MPOTHOCTUYCCKUX TI'PYIII PUCKA, OCHOBAHHBIX HA TAKUX q)aKTOan KaK

BpCMs BO3HHKHOBCHHUSA HW JIOKAJIM3alUsg PCHHUANBA, I/IMMYHO(i)CHOTI/IH OacTHOM

MomyJrsiuu KJICTOK, HUTOTCHCTHYCCKUC XAPAKTCPUCTUKH 0JaCTHBIX KJIETOK U CPOKOB

AOCTMIKCHHUA ITOJTHOT'O OTBCTA HA MHAYKIIUTO BTOpOﬁ PEMUCCHHN.

BaaronpusitHasi nporHocTuyeckasi rpynmna:

Peumaus G6onee uem uepes 1,5 roga ot nuarnoctuku OMJI (mo3aHui peruaus)
N30nvupoBaHHBIN MTO3HUI KOCTHOMO3TOBOM PEIIUINUB

t(8;21)(q22;922), inv(16)(p13.1922) nnn t(16;16)(p13.1;922)

[Tonueiit otBeT (M-1) mo KM nHa 15 aenpb npotuBopenuauHoit [TXT.

He0saronpusiTHasi NpOorHocTU4YecKasi rpynmna:

Perunue menee yem uepes 1,5 roga ot auarnoctuku OMIJI (paHHuid penuaus)
[To3mHMIT KOMOMHUPOBAHHBIN PEITUINB

[lepBuuno pedpakrepHas hopma OMJI

Yactuunslii otBeT (M-2 oTBeT) unu orcyTcTBUe otBeta (M-3) mo KM Ha 15 nenp

OT Hayazna npotuBopeuuauBHoOMn [IXT

Pennnus v pedpakrepuas popma Bropuanoro OMIJIL.

N3meHnenne *MMYHO(EHOTHIIA 3J10KAYEeCTBEHHbBIX KJIETOK IPU peuuanBe
OCTPOro MUEJIOUHOI0 JIEHKO03a Yy AeTel

N3 54 marmueHTOB B 3TO HCCieAOBaHME OBLIM BKIHOYEHBI 26 marreHToB (13

MaJIbYMKOB W 13 aeBouek) B Bo3pacTe oT 1 roga nmo 16 nmer ¢ amarHozom OMIL, y

KOTOPBIX BIIOCJICACTBHHU pa3BHIICA peuuanuB 3a00JIeBaHUS. HaHI/ICHTBI C
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FAB-BapuanTaM npeacTaBlieHO B TaOnuie 2.

Tadauua 2 — Bapuantet OMJI B cootBeTcTBUU ¢ FAB-Kitaccudukanueit

FAB-Bapuant MO M1 M2 | M4 M5 M6 Bcero
KomnuecTBo | abc. 1 5 8 6 5 1 26
marueHToB | % 3,8 19,2 30,8 | 23,1 19,2 3,8 100

Cpenu OONBHBIX, BKJIIOUEHHBIX B HCCIENOBaHHe, Tpeobnamamu M2- u M4-
BapuanTel OMJI (30,8% u 23,1%, COOTBETCTBEHHO).

JluarHo3 ObLI  yCTAaHOBJIEH HAa OCHOBAaHUM KIHWHHUKO-TE€MATOJOTHYECKHUX
nokasateneil, MoOp(OJIOTHYECKOro, IUTOXUMUUYECKOTO M WUMMYHO(DEHOTHITHUYECKOTO
ncciengosanui KM.

CorocraBiieHHEe «MMMYHOJIOTHYECKOTO TIOPTPETay JICMKEeMUYECKUX 0JacTOB MPHU
WHULIMATBHOW IHuarHocTuke W B peuuauBe OMJI mokasano, uro B 21 u3 26 ciyyaes

(80,7%) mpoucxoauT U3MEHEHE UMMYHoOJIorndeckux MapkepoB (Tabmuna 3).

Tadauna 3 — YacToTa SKCIIPECCUU aHTUTCHOB MPY MHUITMATBLHON TUAarHOCTUKE U

B pernanse OMJI
AHTUTEH MaunnansHass [UarHoCcTHUKa Petmnus
a6c. % abc. %
CD4 2125 8,0 2/16 12,5
CD7 6/26 23,1 6/26 23,1
CD10 1/25 4,0 1/23 4,3
CD13 19/26 73,1 16/25 64,0
CD19 7126 26,9 3/26 11,5
CD33 21/25 84,0 24125 96,0
CD34 17/23 73,9 15/25 60,0
CD38 13/16 81,3 21/23 91,3
CD56 8/16 50,0 7/18 38,9
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IIpooondcenue mabauywl 3

CD61 1/18 5,6 0/18 0
CDo64 7121 33,3 6/21 28,6
CD117 9/10 90,0 11/11 100
HLA-DR 24/26 92,3 23/26 88,5
Anturen CDI13 — amuHonentugaza N —  mpeacTaBiasieT  coOoi

TpaHCMEMOpaHHBIA TJIIUKONMPOTEUH C JJIMHHBIM BHEKJIETOYHBIM YYAaCTKOM U KOPOTKOMU
(8-10 amuHOKHCHOT) BHyTpHKiIeTouHo NH2-KkoHIIeBO# YacThio. OH 3KCIPECCUPYETCS
HAa TIOBEPXHOCTH KJIETKM B BHUJE HEKOBAJCHTHO CBS3aHHOTO TrOMOAUMEpA.
O6HapyxuBaeTcss Ha  TOBEPXHOCTH  OOJIBIIMHCTBA  KJIETOK  MHEJIOUHOTO
POUCXOKACHUS, BKIOYass HEUTPODUIBI, 203MHOQPUIBI, 0a30(pmiIbl U MOHOIMTHI, a
TaK)K€ Ha YaCTH KJIETOK-TpeniecTBeHHUKOB. OtcyTcTBYeT Ha B- u T-nmumdonurax, a
TaK)Ke dPUTpPOLUTAaX M TpoMOormTax. Jkcnpeccust antureHa CD13 B peuuause Oblia
JIOCTOBEPHO AaCCOLIMMPOBAaHA C TMEPBUYHBIM HUMMYHO(DEHOTHUIIOM (TOYHBIH KPUTEPUid
Oumepa, p = 0,012): npu Hanuuuu aHTtureHa B naeOworte 3aboneBanus (73,1%)
AKcHpeccHs B peuuuBe umena mecto B 64,0% ciryyaes.

Anturen CD56, B ciydae e€ro OTCYTCTBUA IpU  HHHUIMAIBHOM
UMMYHO(EHOTUTTUPOBAHUH, HE OTPEEIsUICS Ha OJlacTaX U B PEIUAMBE; B TO K€ BpEeMs
IpYU HAJIMYUU 3TOTO aHTHIEHA B JIe0I0TE €ro SKCIpeccHs COXpaHsiach U B peruanBe (B
38,9% cnyuyaeB Hamuuua aHTtureHa CDS56 1pu AuarHocTMKe €ro 3KCIpPecCHs
ompenensyiach M B penuauBe), accoumarus gocrtoBepHa, p = 0,041. IlomoOHas
3aKOHOMEPHOCTh Ha0t0anack Takxke s antureHa CD64: oTcyTcTBHE, KaK U HATMYUe
aHTUTeHA Ha OJlacTaxX MpHU JAMArHOCTHKE JOCTOBEPHO Yalle OCTABAJIOCh TAKOBBIM IpHU
peuuause, p = 0,006. J{na anturena CD7 Takke uMesia MECTO aCcCOIUAITUS KCIIPECCUHU
MpU AUArHOCTUKE U B peuuause, p = 0,013.

Anturen CD19, npu ero Hanuyuy Ha OIMYXOJIEBBIX KJIETKAX MPU MHUIMATIBLHOU
JMArHOCTUKE, B PELMJIMBE Yallle MepecTaBajl ONpeaesiThCs Ha OJIACTHBIX KIETKAX, P =

0,167. Aaturen CD19 npeacrasmisier codoit MmemOpaHHbIi TiukonporenH [ tuma. CD19

— OTO MOJICKYJIa CUTHAJIbHOM TPaHCAYKIKMHK, KOTOpasd B COCTABC B-xnetounoro
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pelentopa peryjiupyeT TMpolecC pa3BUTHUS, aKTUBAMU U AUPDEpEeHIIMPOBKU
TUMQOIIMTOB; SKCIPECCUPYETCS HA MOBEPXHOCTH BCEX HOpMalibHBIX B-mumdouutos,
KaK TPEAIIeCTBEHHUKOB, TaK M 3pebIX KIETOK, a TaKke Ha HOPMaJbHBIX
MJIa3MaTHYECKUX KJIETKaX. AHTUTEH MOXET TMPUCYTCTBOBaTh Ha IOBEPXHOCTHU
GOJUTUKYISAPHBIX JIEHAPUTHUECKUX KJIETOK M PAHHUX KJIETOK MHUEIOMOHOIIMTapHOM
muHuu. OH OTCYTCTBYET Ha moBepxHOCTH T-nmumdonuToB, NK-KI€TOK, MOHOLIMTOB U
TPaHYJIOIUTOB. ODTO OOmUi B-KI€TOYHBINI aHTUIEH, KOTOPBIM B psAJie CiIydacB
skcrnpeccupoBan Ha kietkax OMIJIL. Dkcnpeccust anturenos CD33, CD34, CD4, HLA-
DR u CD38 npu nquarHoctuke He Obla JOCTOBEPHO CBsI3aHA C DKCIIPECCUEH B PEIIUANBE
p=10;p=0,131; p=0,242; p=1,0; p= 0,188, COOTBETCTBEHHO).

Anturen CD10 omnpenensics TMpu JUArHOCTUKE HAa YacTHU OJIACTHBIX KIIETOK
TOJIKO Yy OJHOTO TMaIlMeHTa; dTa JKCIPECCHS COXpPaHsUIach y ATOTO MAallMeHTa U B
peruanBe 3a00JIeBaHMUS.

Anturen CD117 oGHapyxwuBajics BO Bcex ciydasx B peruauBe OMJI; mpu
JTMArHOCTUKE OTCYTCTBOBaJ JHIb y omgHoro manuenta. CD117 (c-kit) mpencrasisier
co00Oll TpaHCMEMOpPAaHHBIH THUPO3UHKUHA3HBIM pPElenTop, KOTOPBIM KOIUpyeTcs
nporoonkoreHom c-kit. OH 3KcmpeccupyeTcsi BO MHOTHMX TKaHSX, BKIIOYas
KPOBETBOPHBIE CTBOJIOBBIE KIETKH.

Ounenka orBera Ha Jjgedyenue no KM mpousBonwiace Ha 15 AeHb OT Hadasia
TEpanuyu W IOCJIE€ BOCCTAHOBJIEHHUS MOKa3aTeslel KpOBU, HO HE MO34HEE 28 IIHS OT
Hayajlla TIEPBOrO0 Kypca Tepanmuu HHIYKIHH BTOpod pemuccun. OrneHka sddexra
BKJIIOYAJa IUTOJIOTUYECKHE KPUTEPUU:

o [Monuerii oteer (ITO, M-1) — mpu konwmuectBe OiactoB B myHKTare KM
MeHee 5% U OTCyTCTBUM OJacTOB B OOIIEM aHaliu3e KPOBU; BOCCTAHOBJIECHUE
abcomoTHOrO 4ncia HeiTpoduinos Gonee 1,0x10%n, tpombormToB Gomee 50%10%m,
HE3aBUCUMO OT TpaHC(y3Uil KOMIIOHEHTOB KPOBH (IPUTPOIMTHASI B3BECh, KOHIICHTPAT
TPOMOOLIUTOB U TMP.) M OTCYTCTBUE BHEKOCTHOMO3IOBBIX OMYXOJEBBIX OYaroB. Y
MAalMEeHTOB C 3KCTpaMEeAYyUIIpHbIM MopaxeHueM kpurepuem [IO cumTansocs monHoe
HMCYE3HOBEHUE OYaroB TMNOPAXKEHUS MNpPH KIMHUYECKOM U HUHCTPYMEHTAJIbHOM

o0cCJIe10BaHUMN.
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[Ipu cTaOunbHOM COXpaHEHHWH YKa3aHHBIX MOKa3aTejlell B TeueHue 1 mecsma —
KOHCTaTupoBaiach nonHas pemuccus (I1P).

o Yactuuapii otBer (M-2) — B ciy4ae perucTpaidd 3HAYUTCIIBHOTO
YMEHbILIEHUsT 4Yucia OnacTHbIX KieTok (Oomee 50% OT MCXOAHOTO, MPU ATOM HUX
npoueHT B nyHkrate KM He nomkeH mpesblmarh 25%), HopMaiau3aluuy Nokasarenei
nepupepruueckol KpOBH C HE3HAYUTEIbHBIMU OTKJIOHEHUSMHU OT HEOOXOIUMBIX
napamMeTpoB (MOJHOE OTCYTCTBUE OJacToB B OOIIEM aHaliu3e KpPOBH, YHUCIO
TpoMGoIUTOB He MeHee 50 x 10%/1).

o OtcyrctBue otBeta (M-3) — B cilyuae perucTpaliii KOJHYecTBa OJACTHBIX
kietok B KM Oonee 25% wnm pa3BUTHE/COXpAaHEHHE JKCTPaMEIyJUISIPHOTO ouara
00JIe3HH.

Onenka oTBeTa IO JHUKBOPY MpoM3BOAMIACh mocie mnepBoro kypca IIXT
WHYKIIUA BTOPOH PEMUCCHH.

[lo OKOHYaHMM TEpanuu WHAYKIUH BTOPOM PEMUCCHU U MOATBEPKICHUU
COXpaHSAOUIEHCAd KIMHUKO-TEMATOJIOTMYECKOM PEMHUCCUM, JajbHEWINas TaKTHKa
npeaycMmarpuBaia nposefeHrue amo-TI'CK nmpu Haau4uu NMOJHOCTBEO COBMECTHUMOIO
noHopa. [Ipu OTCYyTCTBMM NOJIHOCTBIO COBMECTHMOTO JOHOpPA PacCMaTpUBAIOCh MHOE
TEpPaNeBTHUECKOE PEIICHUE:

o Ayto-TI'CK

o INanno-TI'CK

o [TonnepxkuBaromas Tepanust (METoTpekcar, 6-MepKanTONypUH, BECAHOUL,
JICTIAKUH — BHYTPb; IUTAPAOUH - MOJIKOKHO).

Pacripenenenne nmanuveHTOB MO IMOJYy M BO3PAacTy B 3aBUCUMOCTH OT CXEMBI
MPOTUBOPEIIMANBHON TE€pAINUU MPEJICTABICHO B Tabnumax 4 u 5.

IIpu cpaBHEHHMH paclpeleNeHHs] MalUEeHTOB, MOJYYaBIIUX JIEYEHUE I10 BCEM
cxemaM, He ObLIO BBISIBIIEHO JOCTOBEPHOW pa3HUIIbI B 3aBUCUMOCTU OT mnona (p=0,1) u

Bo3pacta (p=0,5).
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Tab6nuna 4 — Pacnpenenenue mnanueHTOB € pelUAMBaMU U pedpakTepHbIMU
dpopmamu OMJI, B 3aBUCHMOCTH OT CXEMbI T€pallMd WHAYKUUU BTOPOW PEMUCCUU U
BO3pacra

Bospacr, CxeMa Tepanuu MUHAYKIAHA BTOPOH PEMUCCHH

et 2FLA HAM  +|HAM+ FLA + Wnbie
baynapabun | FLA a3alUTUANH | CXEMBI
BEIE3U

abc. |% |abc. |% abc. | % abc. | % abc. | %

1,1-3 3 56 |1 1,9 1 1,9 0 0 2 3,7

3,1-7 2 3,7 |5 9,3 2 3,7 |4 7,4 1 1,9

7,1-14 5 9,3 |10 185 |5 93 |4 7,4 1 1,9

>14 1 19 |3 5,6 2 3,7 2 3,7 0 0

Bcero 11 20,4 119 35,2 |10 19,6 |10 19,6 4 7,4

Tab6numa S5 — Pacnpenenenue OOJNBHBIX C peHUANBAMU U pedpaKkTepHBIMU
dopmamu OMJI 1o mosy ¢ y4eToM cXeMmbl Tepanui HHAYKIIMH BTOPOM peMUcCCUu

ITon OO0111e€e KOJIMYECTBO
Cxema Tepanuu HWHIYKIUU
Manpuuku JleBouku OOJILHBIX

BTOPOU PEMHUCCHU

abc. | % a0c. % a0c. %
2FLA 6 11,1 |5 9,3 11 20,4
HAM + baynapabuH,

13 241 |6 11,1 |19 35,2
BENE3H/I
HAM + FLA 8 148 |2 3,7 10 18,5
FLA + asaunutunung 3 5,6 7 13,0 |10 18,5
HNuble cxeMbl 2 3,7 2 3,7 4 7,4
Bcero 32 59,3 |22 40,7 |54 100

Pe3yJbTaThl HecI€10BAHUS
N3 54 nauueHTOB, BKIIOYEHHBIX B UcCcieAoBaHue, y 36 (66,7%) ObLT JOCTUTHYT

BTOpOM MojHbINA (M-1) KIMHUKO-TeMaTOJIOTHYECKUM OTBET MOCJIe MEPBOTo Kypca, y 13
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(24,1%) nanuentoB ObL1 oTMedueH M-2 otBeT, 1 (1,8%) marnueHT 13 yncna ciydaes ¢ M-
2 oTBeTOM — moru6 ot cemncuca; cpeau 5 (9,3%) nanuentoB ¢ M-3 oTBeTOM moOCIE
nepBoro kypca nporuBopenuanBHoi [IXT (komuuectBo 61actoB B KM cocraBmusiio 27-
69%), omua (1,9%) mamueHT ¢ kommyectBoM OmactoB B KM 69% moru6é ot
nporpeccupoBanus OMJI 1o mpoBeneHHS BTOPOTO MPOTHBOPEIIMIAMBHOTO Kypca
WHIYKITUU TTOBTOPHOW PEMHUCCHH.

Crnenyromuii Kypc Tepanvi WHIYKIIUA BTOPOW PEMHUCCHMU ObUI TpOBEICH 52
(96,3%) manmentam. Pe3ynbpTaThl muTosorudyeckoro oreera mo KM mocie mepBoro u

BTOPOI'0 KYpPCOB Te€paluu MpeIcTaBieHbl B Tabuuiie 6.

Taﬁ.lmua 6 — P€3yJ'IBTaTLI MUTOJIOTHYCCKOTO OTBCTA 11O KOCTHOMY MO3TY IIOCJIC
IIEPBOIro 1 BTOPOro KypCoB TCpaIlln UHAYKIINH BTOpOﬁ PEMHUCCHU

OtBer |abc. | % Cmepts | % OtBer |abc. | % Cmepts | %
nocJie nocie 1 nocJe nocie 2

1 xypca Kypca 2 xypca Kypca

M-1 36 66,6 | - 0 M-1 29 55,8 | 4 7,7
M-2 13 241 |1 18 | M-2 11 21,1 |1 1,9
M-3 5 9,3 1 1,8 | M-3 12 23,1 | 11 21,2
Bcero 54 100 | 2 3,7 Bcero 52 100 | 16 30,8

Cpenu 36 nauurieHTOoB ¢ M-1 0TBETOM 1OCIJE EPBOTO Kypca MPOTUBOPELIMAUBHOMN
IIXT, Tonpko y 25 (69,4%) ynanocs coxpauuts [10 nocne 3aBepiieHusi BTOPOro Kypcea,
vy 9 (25,0%) ormeuen M-2 otBeT, y 2 (5,6%) npousonuio nporpeccupoBanue OMIIL.

N3 13 GompHBIX ¢ M-2 0TBETOM TIOCIIE TIEPBOTO Kypca Tepanuu WHAYKIIMU BTOPOU
pemuccun 1 (7,7%) mamuweHT moru® oT WMH(EKIMOHHBIX ocloxHeHui, 3 (23,1%)
nocturiu M-1 oTBeTa mociie BToporo Kypcea tepamnuu, 1 (7,7%) namueHT coxpanumi M-2
otBeT U B 8 (61,5%) cinyuasax ormeueHo nporpeccupoBanne OMIL.

Cpenu 5 nauuentoB ¢ M-3 orBetom nocie neporo kypca [IXT 1 nauuent noru6

oT mporpeccuu 3a0ojeBaHusl Ha 17 JeHb OT Hauaja NPOTUBOPEIUAMBHON Tepamuu, |
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MAIMCHT JOCTHUT MOJIHOTO KJIMHUKO-TeMAaTOJIOTHYECKOro OTBeTa, 1 - yactuuHoro (M-2)

OTBC€TA, 2 MaguCHTOB TaK U HEC JOCTUTJIN PCMHCCHUU.

Onenka Y hEKTUBHOCTH TEPAITUHA

Cpenun 54 OonpHbix p/p OMIJI, nonydyuBIIMX MSATh pa3HbIX IPOrpaMm
npotuBopeuuauBHOi [IXT, maumuentsl nocine 2FLA 1 HAM + FLA wame nocturanu
KJIIMHUKO-TemMaTonorudeckoro orseta (M-1/M-2); 81,8% u 80,0% cooTBETCTBEHHO, YeM
nanueHTsl nosyuyuBiiue nporpammbel HAM + ¢uynapabun + Benesun (M-1/M-2=
73,7%), FLA + azamutuaun (M-1/M-2=70,0%) u unyio nporpammy (M-1/M-2=
50,0%) (p=0,1) (Pucynok 2).

100,00%
90,00%
80,00%
70,00%
60,00%
50,00%

40,00%
30,00%
10,00%
0,00% NN El

HAM + HAM + FLA FLA + HHaA cxema
bnynapabuH + asauMTMAMH TepanuvmM
Benesmg

EM-1 mM-2 ®mM-3 ®EcmepTbk NOCAe NEepBOro Kypca

Pucynok 2 — OTBET Ha JICUEHHE B 3aBUCHUMOCTU OT CXEMbl MHAYKIUU BTOPOI
PEMUCCHUU y MAIIUEHTOB ¢ peruanBamMu U pegpaxkrepubivu popmamu OMII

[Ipu ananuse pe3yabTaTOB JOCTHXKEHUSI BTOPOM PEMHCCHUU MOCIIE MEPBOrO Kypca
I[IXT, B 3aBUCUMOCTH OT BKJIIOUEHHS SMUTCHETUYECKUX IMpEernapaTroB (a3allUTUIUH,
JIenuTabnH, BadblIpPOEBas M TMOJHOCTHIO TPAHC-PETHHOEBAs KHUCIIOTHI) IIOKa3aHa
noctoepHas (p=0,003) apdexkTuBHOCTS B HOCTHREHUN M-1/M-2 OoTBeTa B TpyIIe U3
27 mauMeHTOB IJe NPUMEHSIACh dNUreHeTnueckas repanus: M-1 orser nocturuyr y 16
(59,3%) manmenTtoB, M-2 otBer - y 11 (40,7%) mammentoB (M-1/M-2 = 100%) B
CpPaBHEHUHM C Tpynnoil marueHToB (N=27) MmojaydaBIIUX JIeueHHUE 0€3 SMUTeHETHUYECKUX

arentoB, tae 20 (74,1%) mamuentoB nocturiu M-1 otBeta, 2 (7,4%) maiueHTOB
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nocturiau M-2 orBeta (M-1/M-2 = 81,5%) u 5 (18,5%) naniueHTOB OTBETA HE JOCTUTIN

(PucyHnok 3).
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Pucynok 3 — Xapakrepuctuka oTBeTa MpH peuuanuBax u pegpaxkrepusix OMJI B
3aBUCUMOCTHU OT PUMEHEHUS JIIUTC€HETUUECKUX ar€HTOB B TEPANIMU UHAYKIIMU BTOPOU
peMuccUu

Pe3vabTaThl BLIXKMBAE€MOCTH

[Tarunernsiss OB manueHTOB U3 OJaronpusATHOW TpymIbl pucka gocturia 60,0 £
21,9%, Torna kak y OOJIbHBIX U3 HEOJIAronpusaTHOM rpynmsl pucka OB Obuia mouTt B 2

pasa Himke - 27,0 £ 9,1% (p=0,2) (Pucynox 4).
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Pucynok 4 — OB B 3aBUCMMOCTH OT NPOTHOCTUYECKOW TPYIIIBI pUCKA TMpHU
peuuauBax u pedppaxrepabix OMIJI
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OB manueHToB B 3aBUCHUMOCTH OT CXEMBI MPOTHBOPEIUANBHON Tepanmuu ObLia
ay4duie npu  ucnoib3oBaHuM cxembl 2 FLA - 36,4+14,5% (cpennmii mnepuon
HaOmonenus 83,4 + 29,2 mec.), a Takke HAM + FLA - 48,0 £ 16,4% (cpennuii nepuon
Habmonenust 101,3 £ 29,8 mec.), Torna kak OB marnueHToB, MOIy4YaBIIUX JIEYEHUE T10
cxeme HAM + dnaynapabun + Benesuj coctrasmwia 21,1+9,4% npu cpennem nepuoje
HaOmonenust 65,9 = 25,6 mec, FLA + azaunutunun - 30,0 £ 14,5% npu cpennem

nepuoje HabmoaeHus 36,4 + 14,1 mec. (p=0,3) (Pucynox 5).
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Pucynok 5 — OB mnanumentoB c peruauBamu U pedpakrepasivu OMJI B
3aBUCUMOCTH OT CXE€MbI TPOTUBOPEIUANBHON Tepanuu

CpaBautensHbii ananmu3 BCB u OB mnpoBomuinca mexay 4 OCHOBHBIMHU
MporpaMMamMu Te€panuu MOBTOPHON MHAYKIUHA PEMUCCHUHU.

B rpynne w3 4 nauuentoB (7,5%), KOTOphle TOJYYWIH  HMHYIO
MPOTUBOPELUAUBHYIO XUMHOTEpanuto, mokaszareiab BCB coctaBun 25,0 = 21,7% npu
cpeaHem nepuoje Habmoaenuu 29,0 + 22,8 mec.

JIONOJHUTENBbHO ObUIM MPOAHATU3UPOBAHBl MALMUEHTHl € pEUUIMBAMU U
pedpakTtepHbiMu  (OpMaMU OCTPOTO MHUEIOUTHOTO JIEHKO3a B 3aBHCHMOCTH OT
BKJIIOYEHUS  DJMHUTCHETUYECKOM  Tepalmuh B PEXUM  MPOTHUBOPEIUAUBHON
nonuxumuoTepanuu. bCB mnanueHtoB, B mOporpamMmy JIEUEHHS KOTOPBIX OBLIU

BKJIFOUEHBI 3MUTCHETUYECKUE areHThl, oka3zanach 31,3 + 9,1% npu cpegnem mnepuonae
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Haomronenus 63,8+ 15,8 mec. BCB maruenToB 0e3 MCIOIL30BaHUS 3IUTCHETHYECKOMN
tepanuu - 20,8 £ 8,0% mpu cpegHem mepuoae HaOmoaeHus 66,3+ 21,8 mec. (p=0,4)

(Pucynoxk 6).
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Pucynox 6 — BbCB mnamueHtoB ¢ pernuauBamMu u pedpaxrepusivu OMJI B
3aBUCHMOCTHU OT BKJIFOYEHHUS B IPOTPaMMy TE€paIUU SIUTCHETUUYECKUX areHTOB

OB mnamuentoB nony4yuBmux ayto-TI'CK coctaBuna 37,5+17,1%, nipu cpegnem

nepuojae Haomoaenus 114,6 + 45,8 mec. (Pucynok 7).
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Pucynox 7 — OB mammenTtoB ¢ penumuBamu u pedpakrepueivu OMJI B
3aBucumoctu ot Bujaa TT'CK
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[Tposenenue amno-TI'CK no3Bossier nodutbest OB B 51,4 + 9,7%, npu cpeanem
nepuojae HaOmoaenuu 137,1 + 23,6 mec., BBDKMBAEMOCTh MAllMEHTOB HE MOJIYYUBIINX

TI'CK - 0%, npu cpennem nepuojie Habmoaenus 5,5 + 1,9 mec. (p<0,001).

BbIBOABI

1. DBOJIIOIUS  JIEMKO3-aCCOIIMMPOBAHHOTO HMMMYHOJIOTUYECKOTO (eHoTumna
IpU pEelUIMBaX OCTPBIX MHEJIOMJHBIX JIEHKO30B Y JIE€TeM BCTpEYaeTCs C 4YacTOTOM
80,7%. InHamMuKka N3MEHEHUH UMMYHOJIOTMYECKOT0 ()EHOTHUTIA MPU PEIUANBAX OCTPHIX
MUETIOUAHBIX JIeWKO3aX B CpPaBHEHMM C WCXOJHBIMM JAHHBIMU 3aKJIFOYaeTCs B
cumkeHun odkcrpeccun antureHa CD19 (71,4%) npu coxpaHEHUH OKCIPECCUU
antureno CD13, CD117, HLA-DR u CD64.

1. [Ipu peumamBax OCTPBIX MHUEIOWIHBIX JICMKO30B y JeTel OOHapyKeHUe
[UTOreHeTHYeCKuX  abepparmumit  tuma  1(8;21)(922;922),  inv(16)(pl3.1922),
1(16;16)(p13.1;022), W30JUpOBAaHHBIAH KOCTHOMO3IOBOW PeHHMIUB U (AKT JOCTHIKCHHS
KOCTHOMO3TOBOM peMuccuu Ha 15-i JeHb MepBOro  MpPOTHUBOPELMIUBHOIO IIMKJIA
UMEIOT BaXXHOE JOTOJHUTEIBHOE MPOTHOCTHYECKH OJaronpusiTHOe 3HA4YeHHE U
MIO3BOJIIOT PACCUMTHIBATH HA JOJITOCPOYHOE COXPAHEHUE PEMUCCHUHU.

2. B mpornoctruecku O1aronpusATHOM TPYIIE PHCKA MOKa3aTellb S-JIETHEH
oOmieit BebKUBaeMocTu coctaBuil 60%. B mpornoctuyecku HeOIAronpusTHON TpyIie
pucka 0e3 ykazaHHbIX muroreHernuecknx [1(8;21)(922;922), inv(16)(p13.1922),
t(16;16)(p13.1;g22)] W KIMHUYECKHX I[apaMETPOB TIPOTHO3a S-JETHAS —oOmias
BBIKMBAEMOCTh OKa3anach paBHOU JuIIb 27%.

3. [Tpu permanBax u pedpakTEPHBIX OCTPHIX MUETOUIHBIX JICMKO3aX y JACTeH
HEIMOCPEACTBEHHbI I o01uii OTBET nocJie JIBYX MPOTUBOPEIIUIUBHBIX
bynapabun/murapabuH-conepkamux 1ukioB coctasmn 81,8% (FLA+FLA) u 80%
(HAM+FLA). Yacrota nonueix pemuccuii B rpynne FLA+FLA — 81,8%, B rpymnme
HAM+FLA - 40%. [Tatunetnss o6mas BeikuBaemocTs B rpynne FLA+FLA cocTaBuia
36,4%, HAM+ FLA - 48% (p>0,05).
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4, [Ipu peunauBax u pePpakTEPHOM TEUYEHUU OCTPHIX MUETIOUIHBIX JIEUKO30B
y JeTeld BKIIYEHHWE B MPOTPaMMbl JIEUEHUS HapsaAy C OIATCHETHYECKUMHU
IpenapaTaMy, TPAaHCIUIAHTALMU TE€MOITOATHYECKUX CTBOJIOBBIX KIIETOK CYIIECTBEHHO
ylay4dllaeT pe3ynbTaTbl Tepanuu. JlecsaTuieTHsas oOlmas BBDKMBAEMOCTh B TPYIIIE C

amno-TI'CK cocrtaBuna 51,4%, B rpynne ¢ ayto-TI'CK oxa3zanace paBuoi 37,5%.

IpakTHyecKkue peKOMeHIAIUH

1. Bce manmentel ¢ peruauBamMu U pedpaktepHbiMu OMJIL  mOKHBI
paccMaTpHBaThCs, KaK MOTEHIIMATbHBIC KaHAUAATHI JJIS BBITOJIHCHHS TPAHCIUIAHTAIIUU
AJUIOTE€HHBIX T€MOIOATUYECKUX CTBOJIOBBIX KIIETOK.

1. I[Ipu pemuauBax u pedpakrepabix OMJII He0OXOIUMO TMPOBOJHTH
IIUTOTCHETUYCCKUE W HMMMYHOJIOTHYECKHE HCCIEOBaHMs OJacTHBIX KJIETOK C
00s3aTeIbHBIM COMOCTaBJICHUEM  TOJYYCHHBIX  JAHHBIX  C  HCXOJIHBIMH
XapaKTepUCTUKAMH OITyXOJIEBOTO KIJIOHA.

2. Ha  ocHoBaHuMM  KOMIUIEKCHOTO  oOcieoBaHusl  (KIMHUYECKOTO,
7ab0paTOPHOTO0, HHCTPYMEHTAIBHOIO) KaXJAOro TMalMeHTa C pPEeUuIuBOM U
pedpakrepasiM OMJI cTpatuduipoBath B MPOrHOCTUYECKYIO TPYIITY PUCKA.

3. [Tarmentam ¢ peruauBamu u pedpakrepusimu OMJI pekomeHa0BaHHOM
CXeMoi BbIOOpa Il HMHAYKIMU TOBTOpHOW pemuccuu cuutath FLA+FLA wunum

HAM+FLA C BkIIO4€HHUEM UTEHETUYECKUX MTPENapaToB.

IlepcnekTUBBI HaJIbHeliNIEH pa3padoTKH TeMbl
[Tony4yeHHbIE B pe3ynbTaTe IUCCEPTALUOHHOTO MCCIIENOBAHUS TAHHBIE TTO3BOJIST
ONPEAECIUTh YHUBEPCAIBHYIO TAKTUKY BEICHUS U JICUEHUS MAlIMEHTOB C PEUUIUBAMU U
pedpakrtepHbiMu  (HOpMAMH  OCTPOTO MHEIOUIHOTO JIEHKO3a, YJIYYIIUTH KAa4eCTBO
KU3HU U PE3yJIbTaThl JIeUeHUs OOJbHBIX. YCTAHOBJIEHHbIE JAaHHBIE O CTAOMIBHOCTHU
psna aatureHo (CD7, CD13, CD56, CD64, CD117, HLA-DR) omyxomneBbIX KIETOK
npu peuuane OMJl B cpaBHEHMH C TMEpBUYHBIM 3a00J€BaHHEM, MOTYT OBbITh

HCIIOJIb30BaHbl IIPKM MOHHUTOPHUHIC MHHHMMAJIbHOM OCTAaTOYHOM OOJIC3HM HA OCHOBE
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HHAUBUAYAaJIbHOT'O HeﬁKOS-aCCOHHHpOBaHHOFO I/IMMYHO(l)eHOTI/IHa, B TOM 4YHCJIIC, B

MO3JHUC CPOKHU ITOCJIC JOCTHIKCHHA ITAIMCHTOM PEMUCCHH.
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