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MATEPHAJIBI IOKJIAJIOB
VII KOHTPECCA TEMATOJIOTOB POCCUU
1 IV KOHTPECCA TPAHC®Y3UOJIOTOB POCCUU
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CINTEHOKTOMMS KAK OTAII [IOATOTOBKH Y MAITUEHTOB C MUEJO®UEPO30M ITEPE]I AJUIOTEHHOM TPAHCILUIAHTALTUEN
T'EMOIIO3TUYECKHNX CTBOJIOBBIX KJIETOK

MNCAerMyY um. akag. W.M. Masnosa HAW JOMT um. PM. Topbaueson

Bsenenne. AsoreHHas TpaHCIUIAHTAaLUsSI F€MONO3TUYECKHX CTBO-
noseix kiaetok (anno-TI'CK) asasercs efMHCTBEHHBIM U3JIEUUBAIOIIUM
METOIOM y MAI[MEeHTOB C MEPBUYHBIM U BTOPUYHBIM Muenodubpozom
(M®). Kanpuparer na anno-TI'CK, necmorps Ha mcnonbzosanue nuru-
6utopos sinyc-kunas (pykconutunub, gpeaparunub, nakputunub), yacto
HE NMEIOT ONITHMAJBHOTO OTBETA MO CIJIEHOMETAJIUH, YTO MOKET COMPOBO-
JKJAThCsl PA3BUTHEM OCJIOKHEHUIt: TPOMOO3BI B CHCTEeMe BOPOTHOM BEHBI,
KPOBOTEYEHUs] U3 BAPUKO3HO PACIIMPEHHbIX BEH MHUILEBOAA M JKELY[Ka,
runepcnienusm u T. . Takum o6paszom, ocTaeTcst aKTya bHBIM HPOBEfie-
HUe CIJIEH9KTOMMU B KauecTBe noarorosku K aano-1 1T CK.

Iensr paGorsi. Onenxa 6e30MaCHOCTH CIJIEHOKTOMHUU Tepen aJ-
10-TI'CK y nauuenros ¢ MD ¢ orcyrcrBrem 3HaYMTEIBHOrO perpecca
pasMepOoB Cesle3eHKH 10CJIe Tepanuy MHIMOUTOpaMy SIHyC-KUHAS.

Marepunaasr u meronsl. Cornacuo nporokony «IIlpumenenue cn-
JIEHOKTOMHUHU Tepe] AJJIOTEHHOW TPAaHCIIAHTALMENH KOCTHOrO MO3ra
Yy MalMeHTOB C MePBUYHBIM, MOCTHOJULUTEMUYECKMM U MOCTTPOMGO-
THUecKUM MuenopubPO3OM NPU PE3UCTEHTHOCTHM K TEPAaNUU MHTU-
Guropamu siHyc-kuHas», saperucrpuposannomy B HUM JOI'nT um.
P.M. Topbauesoii 25.06.2016, sxaioueno 16 manuentos ¢ muenodubpo-
som — nepeuunbim (2=10), nocrnonuuuremnyeckum (7=4) u nocraccen-
nuaabHOU TpombonuTemueit (7=2) B paMmKkax MOATOTOBKHU K BBINOJIHEHUIO
k anno-TT'CK B nepuon ¢ 2016 mo 2023 roa. [anuenTs: 611 npocex-
THBHO BKJIIOYEHBI B MCCJIEAOBAHUE, €CJIU Yepe3 3 Mecsauna TEPAnuu pyK-
conmuTuHUGOM 6bIIO 3aPUKCHPOBAHO COXpAHEHUE CIIEHOMEraJnuy pas-
mepom 210 cm Huske kpasi pebepHOIt AyTY U/UIK CILIEHOMEralnuy CBbILIE

20 cM 10 yIbTPa3ByKOBOMY UCCJIEJOBAHUIO C AOAOMMHAIBHBIM AUCKOM-
dboprom.

Pesynbrarsr u o6cysxaenne. C 2016 no 2023 rox crsensxkromus mpo-
BefeHa B 16 cayvasx pis naumentos ¢ M®D, us nux 12 ¢ mocnenyromeit
amno-TI'CK. Cpeansas piauna cenesenxu cocrasuia 270,6 mm (210-350).
Jleranbuble ucxonsr He 3adukcuposanbl. [lepuonepaunonnsie ocioxHe-
nus: tpombossl y 5 (31,26%) nauuenros, napanauxpearur y 1 (6,25%),
undexunonnsie ocnosxkuenuss y 4 (25%), runocrennsm y 5 (31,25%),
kposoreuenust y 1 (6,23%). I'emorpancdysnonHas 3aBUCUMOCTb OT 9pUT-
pouuTtconepxkamux cpen umenace y 8 (50%) naunenros, paspeuenne no-
cate onepauuu otmedeno y 6 (756%). Tpancdopmanuus B ocTpblii Jeiikos a-
¢duxcuposana y 2 6oasusix (12,5%), ¢ nposeaenuem anno-TT'CK B pamkax
Tepanuu cnaceHus. B rpyrmmne crieHOKTOMUPOBaHHBIX ALIMEHTOB C HOCJIE-
aytoueit anno-TT'CK (2=12) mennana sospacra cocrasuna 49,5 rona u aiau-
TeabHOCTH rocnuranusaunn 56,5 nus na nepuon TI'CK. Ilpukusnenue
saduxcuposano y 66% (2=8) c mexnaHOil BOCCTaHOBJIEHMsI JIEHKOLUTOB
Ha J1+25 u rpombouutos Ha [1+23; B | ciyuae BbinoIHEHA TOBTOPHAS TPAHC-
mnanTanus. Tsoxenas runodyHKIHMs TpancianTata otmedanacs y 4 (25%)
nauuenTos ¢ meauanoi aaureasnoctu 120 aueit (14 — 470). Ocrpas peax-
LM «TPAHCIIAHTAT POTUB X03sauHa» Habmonatack y 4 (33%) u xponuye-
ckas PTIIX — y 3 (25%) nanuentos. [Tocse anno-TT'CK norubnu 6 (50%)
GOMBHBIX C MeIMaHol obmIeil BeiKIBaemoctH 11,5 mecsma.

3axmouenne. CrieHskTomMus nmeer npuemsemsiit mpoduas Gezomac-
Hocrtu nepen ato- T T'CK B rpynme nanmeHTos, He MMEIOIMX ONTUMAIBHOTO
OTBeTa Ha MHIMONTOPBI IHYC-KMHa3, B pamkax noarorosku k awto-TT'CK.
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TAPTETHAS TEPAIIAS CUCTEMHOI'O MACTOLIUTO3A: JAHHBIE KIMHUYECKOW ITPAKTUKH
B HUU JIOTuT um. P.M. TOPBAYEBOI

MNCN6IMY um. akag. M.M. Masnosa HAW JOMUT um. PM. Topbauesor

Beenenne. Munocraypus — mepBbIi TapreTHBIN MPENAPAT, 3aperu-
cTpupoBaHHBIH A8l Tepanuu cuctemuoro mactrouurtosa (CM), addex-
TUBHOCTb KOTOpOro HesaBucuma or cratyca rena C-kit, ynyumusmmnii
peayJbTaThl OO BBIX)KUBAeMOCTH 0e3 MpOBeeHMs aJJIONeHHOI TpaHC-
MJaHTAIMU KOCTHOTO MO3Ta.

Ieas paGoTsr. OueHuTs pesynbTaThl TAPreTHON Tepanuy CUCTEMHOTO
MacTOLMTO3a B PAMKAX KJINHMYECKON IPAKTUKH

Marepuanst 1 meropst. [{narnos cucremnoro macroumrosa ycra-
HaBauBasics Ha ocHoBaHuu kpurepues BO3 2017. [Ina nmoarsepxaeHuns
AMarHo3a BBIIOJHSUINCh MCCJIEAOBAHUS KJIMHUYECKOIO aHaJusa KpOBU
C MHMKPOCKOIMEH, LUATOJIOTUYECKOe M TMCTOJIOTMYECKOE HMCCJENOBAHHME
KOCTHOTO MO3Ta, ONpPEZEeIeHNE TPUIITA3bl B CHIBOPOTKE KPOBH, TECTHPOBa-
uue myrauuu B rete C-KIT (KITD816V, myranuu B 8-11, 17-m sxsonax),
YIBTPa3ByKOBOE UCCJIe/J0BAHNIE OPTFaHOB GPIOLIHOMN MOMOCTH, HUBKO/I03HAS
KomIbloTepHasi Tomorpadust kocreil Becero tena. OTBer Ha Tepanuio owe-
HUBAJICS COMIACHO KpUTepUAM HalmoHanbHBIX KIMHUYECKNX PEKOMEH-
AAuMii 0 AMArHOCTHKeE U Tepanuu macrouuroaa ot 2021 r.

PesgynbraTs! u 06cyxpaenne. B nepuon ¢ 2019 no 2023 r. 8 HUM 1OI'nT
um. P. M. Topbauesoii nuarnos CM YCTaHOBJIEH B 41 ciysae. Cpegu moa-
rpynn CM Ha pomo unponentaoro macrouurosa (MICM) npuxopmres
53,6% rnerowero cucremuoro macrouurosa (TCM) — 2,6%, arpeccusnoro
macrouutosa (ACM) — 7,2%, CM, accouumpoBaHHOro ¢ remMarosioruie-
ckum Hosoobpasosanuem (CM-AI'3), — 26,8% u TyuHokJeTOUHOroO Jeii-
kosa (TKJI) — 4,9%, B npouecce Bepudukaunu noprpynnst CM — 4,9%.

Myranusa KITD816V obuapysxena B 75% ciyuaes, C-kit merarusnbe —
B 22%, Phe522Cys c-kit — B 3%. B 13 cayuasx (31%) nposesena taprernas
tepanus mugocraypurom (nosa 200 mr/cyt): ICM (r=4), TCM (2=1), ACM
(n=2), CM-ATI'3 (n=4), TKJI (2=2). Ha momenT Hauana Tepanuu mugocray-
PUMHOM KJIMHHMYECKMe CHHAPOMBI 3aboseBanus otmedennl y 100% nanuen-
ToB: obuiue B 85%, xoxxubre B 77%, cruieHomeranus B 77%, renaromerasust
B 54%, J'II/IMClZ)aJIeHOHaTI/IH B 61%, snn3zons! aHaCl)I/IJIaKCI/II/I B 16%, nposiBnenus
co croponbl koctHoi cuctembt B 39%, co croponst ZKKT B 46%, sasucumocts
ot Tpancdyauii TpomboKoHIEeHTpaTa B 7,6% U 3PUTPOLUTCOAEPIKALINX CPeLt
B 23% cayuaes. Meauana pnurensHocTn Habmonenus ocrasuia 12 mecs-
nes (6—24). Uepes 6 mecsiues Tepanuu 4acTU4HBIA OTBeT KOCTUrHYT B 15%,
KJIMHMYeckoe yiyuuenue B 38,756%, crabuamsauus B 38,75%, nporpeccus
B 7,6%. Pagnuuuii B oTBeTax Ha Tepanmio B sapucumoctu ot craryca C-kit
He sapuxcruposano. MeauaHna JITeIbHOCTH OTBETA He IOCTUTHYTA HU B Ofi-
Hoit us noarpynn CM. Meauana obuweit sbisxusaemoctu (OB) B rpynnax
VICM u TCM pocrurtyTa He Gbia, B rpyTine pacnpocTpaHeHHbIx (hopm OHa
cocraBusia 6 MecsALeB — eJMHCTBEHHbIH JeTanbHbliA ciyyait (mporpeccust)
y nanuenra ¢ TKJL. Camxenue nosst mupocraypuna po 50 mr/cy npousso-
aunocs y 4 (30%) GosbHBIX B CBSI3M € TEMATONOIHYECKOH TOKCUYHOCTBIO 4 cT
(n=2) u ameTnveckum cunapomom 4 cr (12=2).

3akmouenne. Tepanus mupocTayprHOM MMeeT NpPUEMJIEMBIA MpPO-
UL TOKCMYHOCTH B COYETAHMH C KJIMHUYECKUM OTBETOM y3Ke uepes 6 me-
CSlLleB TEpaNluy, B TOM YUCJE U B IPYIIIaX PaCIpOCTPAHEHHOIO CHUCTEM-
HOT'O MaCTOLIUTO3a.
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HCCJIEJOBAHUE MYTAIIMOHHOT'O CTATYCA T'EHOB B2M 11 CD58 Y BOJBHBIX ITEPBUYHON MEAMACTUHAJIBHO B-KJETOYHON
KPYITHOKJIETOYHOM JINM®OMON

DreY «<HMULL rematonorums Munsgpasa Poccunu

Beepenue. Beaxu b2m u cd58 yuacreyror B ummynHom pacnosnasa-
HUY OILyXOJIEBBIX KJIETOK JABYMSI Ba)KHBIMU 3BEHbSIMU KJIETOYHOIO UMMY-
HUTeTa, & UMEHHO nuToTokcudyeckumu T-mumbonuramu u NK-kaerkamu.
edekTs reHoB, KOAUPYOIMMX AaHHbIE OETKH, TPUBOASAT K HECTIOCOOHO-
CTH MMMYHHOI CHCTEMBI BBIIOJIHATbH NPUCYLIME €l B HOPME 3alUTHbIE
dynkuuu. Hapsay ¢ apyrumu reHeTHuecKUMM HapyLIEHUSMU 9TO MO-
JKET UTPaTh BaAXKXHYIO POJIb B IIATOT€He3e MEPBUYHOM MeAMaCTUHAIBHOU
B-kaerounoit kpynHokaetounoit numdomsr (IIMBKJT).

Iens paGorsl. OnpeaennTs 4acTOTy BCTPEYaeMOCTH MyTaluil B re-
nax B2 n CD58 n ux BinsHue Ha NmaTOreHe3 W Pe3yJIbTATbl TEPAIIUU
y nanuenros ¢ [IMBKIJL

Marepuanbl 1 meroapl. B peTpocneKTHBHBIH aHaJU3 BKJIIOYEHO
49 6ombupix [TIMBKJI (9 mysx., 40 »cen.) B Bospacte ot 20 mo 60 ner (me-
nuana 30), nabmonasmuxcs 8 HMUWI remaronoruu ¢ 2007 mo 2023 .
B xauecrse nepsoit muuun tepanuu kypest R-DA-EPOCH nonyuunnn
42 (85,4%), R-mNHL-BFM-90 — 7 (14,6%) Goabubix. [Tocne unpyx-
LIMOHHOI Tepanuu obuMii onTuMaabHblil oTBeT gocturnyT y 43 (87,8%)
nauuentos. Penuaus/nporpeccust auarnoctuposanst y 13 (26,6%) 6omb-
neix. Menunana nabmaronenus 44,5 (2,7-52,3) mec. Vccnenosanu o6pasist
JAHK, Bbigenennsie us onyxonesbix 6uonraros. Myranun B renax B2M
u CD58 onpepensinn meropom cexsenuposanus no Conrepy. AHanaus
STR-nokycos, Gamskaiimux k B2M, nposoanau merogom [1LP ¢ ucnons-
30BaHMEM OPUIMHAJBLHOrO Habopa mpaiimepoB C mocseaymomwum gpar-
menTHbIM aHanusom [ILIP-npopyxros.

Peayabratst u obcysxaenue. Comatnueckue myranuu B rene B2M
6bL1M BhISIBJIEHB! B oy xoneBblx kiaetkax 30 nauuenros (61,2%). Tlpu stom

B 27 cnyuyasx HabJII0AANIMCh OYEBU/HO NATOr€HHblE BADMALUM — HapyLue-
Hue craprosoro kogoHa ATG, HoHceHC-MyTanMK UM MyTallMK CO CABUIOM
pamku cuutbiBanust. Maciirabuas nesenus ogHoro us asuieneil rena B2M
ObL1a nokasaHa Npu nomouM aHanusa biamskaiimmx x Hemy STR-nokycos
nuis 4 nanuenTos. Vs 12 nanuenTos, /15 KOTOPBIX MPeANOJarajoch MOJTHOe
OTCYTCTBUE HOPMAJLHOTO aJleJisl, porpeccus 3abosesanus Gblia AUarHo-
crupoBaHa Toabko y asoux. Comarnueckue myraunu B rene CD58 obna-
PY>KeHBI B OIyxoseBbIX KiaeTkax 18 nanmentos (36,7%). B 11 cay4aax aro
6bLTM OueBMAHO naToreHHble BapuanThl. OTCYTCTBHE HOPMAJIBLHOTO aJlIens
IpeANoJaranoch AJsl 3 MalMeHTOB U, BO BCeX 9TUX CJydasx Habmoganacs
nporpeccus sabonesanus. Vlurepecto ormeruts, uro 10 Bapuanuii B rexe
B2M u 4 sapuanuu B rene CD58 npumuiucey Ha craprosbiii kogon ATG,
MpUYeM 3aMeHbl 3aTParuBasu Jodyio ua Tpex ero nosunuii. Cxonnas xap-
TUHA HabJII0faIach AJ1sl JOHOPHOTO caiita crtaiicunra rena CD58 (c.70+5
G>N), rae samena ryanuna scrpetuiach 6 pas. Bosmosxno, aTo cBuperesns-
CTBYET O CYIIECTBOBAHMM MEXAHM3Ma TAPTETHOTO MyTATEHE3a (/1 Vivo.

3axmouenne. Yacrors myraunii B rerax B2M u CD58 npu [TMBKJI
no Hawum (61,2 u 36,7% coOTBETCTBEHHO) U HEAABHO OIYyOIMKOBaHHBIM
nannbim (36,4 u 36,4, Donzel et al., 2023) snauurensHo npesbiaiT aHa-
noruunble nokasareau s [IBKKJT (8—17% nna B2M u 4-5% nns CD5S,
Cao et al., 2016; Qin et al., 2023). Bricokas yactora BoBJIeueHMs CTApTO-
BBIX KOJIOHOB 060U X reHOB U MSTOro noJoskeHus B uutpoHe 1 rena CD58,
BEPOSITHO, yKa3bIBAeT HA CyIIECTBOBaHME 0COOOro MEXaHU3Ma TapreTHO-
ro myraretesa (n vivo. Orcyrcrsue HopmanbHoro asiens rena CD58, Bos-
MO>HO, C/IElyeT PACCMATPUBATb B KauecTBe HeGIaronpusTHoro gpakropa
nporHosa ais nanuestos ¢ [IMBKJL

A6pamoea A. B., Pugaposa 3. T., Muxannoea E. A., Jlyukun A. B, Tponukas B. B., Maposuununkoea E. H.

OIIBIT BEIEH S BEPEMEHHOCTU ¥ BOJIbHBIX AIIJTACTUYECKOM AHEMUEN HA PA3HBIX OTAIIAX TEYEHW S 3ABOJIEBAHU S
DreY «<HMMULU rematonorums Munsgpaea Poccun

Beepenne. Annactuueckas anemust (AA) — 910 peaxo BCTpedaroLe-
ecst 3ab0JIeBaHMe CHCTEMBI KPOBHM, KOTOPOE XAPAKTEPUBYETCS TSXKEIOH
KOCTHOMOSI'OBOM HEJOCTATOYHOCTBIO ¢ MCTOLIEHUEM IyJla IeMONOdTHYE-
CKUX CTBOJIOBBIX KJETOK, Pa3BUTHEM aIJIa3UU KOCTHOTO MO3ra U IOSIB-
JleHMeM HaHuuToneHnu. bepemeHHOCTD npu AA MOXKET CONPOBOXKAATHCS
PasBUTHEM TsI>KeJIbIX OCJIOKHEHNH, yIPOIKAIOIMX KAK MATEPH, TAK U IO~
ny. Benenue Gepemennbix sxenmun ¢ AA mpescraBisieT co6oii CA0KHY IO
3ajady Kak /ISl TeMaToJIOrOB, TaK U AJISl Bpauel CMEXKHBIX CIIELUAJIbHO-
cTel.

Iens pa6orer. [IpoananuauposaTs 0COGEHHOCTH BefeHUS] GOTBHBIX
AA ¢ GepemeHHOCTbIO Ha PasHBIX dTamax TeueHus 3abonesanus (ne6oT,
pemuccus, peppakTepHOCTE).

Marepuans: u meronsr. B nepuon ¢ 2012 no 2023 r. 8 PI'BY JHMMUIL
remarosnorun» Munsapasa Poccun nabaopanocs 16 GepemenHbix sieH-
wuH ¢ AA. Mennana Bospacra Ha momeHT auarHoctuku AA cocraBuia
25 ner (18-33 ropa). C nersixenoit AA (HAA) 610 11 6onbHbIx, ¢ TsKE-
noit AA (TAA) — 5.

Peayabrarst u o6cysxaenne. Y 6/16 6oabubix pguarnos AA Brepsble
6b11 ycTaHoBeH Ha pone Gepemennoctu. Meauana cpoka recraiuu cocta-
suna 21 menemo (8—35 menens). Ma vux nsoum (B Tabr. Ne 4, 5) GombHBIM
c 21-22-i1 nepenu Gbina nasnauena tepanus LICA 5 mr/kr/cyTxu no pogo-
paspetuenus, Ha POHE KOTOPOIT OTMEYATOCh yMEHbIIEHHE TPAHC(y3NOHHOM

sasucumoctu. Tpoum (cpox Gonee 32 Henens) cpasdy GbLIO BBIIOTHEHO HKC-
TpeHHOe pofopaspeutenue u aajee nposeaen kypc ATT (8 Taba. Ne 1-3).
Opnnoit GonbHOH MpoBoAMAMCH TPaHCY3UU KOMIOHEHTOB KPOBH 10 PO-
nopaapewenust (8 Tabn. Ne 6). YV 7/16 6epemennocts HacTynuaa Ha done
noanoit pemuccun nocie trepanuu ATT u IICA (mepmnana pemuccun 7 ser).
U3 nux y 2 60abHbIX cO cpokom pemuccuu 9 mec. passuics peuuaus (Ha
done repanuu LICA), a y 1 6ombHoI co cpokom pemuccun 13 ner — yme-
PEHHAsl LUTOIEHNUS C NOCJAEAYIOIEM BOCCTAHOBJIEHMEM [IOKa3aTesell Kpo-
BU nocsie popopaspewienus. Y 2/16 GepemeHHOCTb HacTymuIa B COCTOSI-
Hum pedpakreproro Teqenus AA u BesieHNe GepeMEHHOCTH TPOBOAMIIOCH
Ha TpaHcdy3MOHHOII TOA/IepyKe KOMIOoHeHTamu kposu. Y 1/16 — Bo Bpems
nporpeccun AA-ITHI" cunppom (mposoausnacek Tepanust akynusymabom).
B urore y 15/16 poaunucs spoposste aetu. Beinonnen ogun abopr Ha pan-
Hux cpokax (12 Hen.), BBuAY paseuTus peunansa AA Ha done nposonumoit
repanuu LICA. Onna GonbHas morubiaa B peaysbTaTe pasBUTHS TAKETbIX
uneKIMOHHBIX ocJosxkHenuit Ha done pedpaxreproro k VICT reuenns
TAA (8 taba. Ne 1). Popopasperuenue npenmy1uecTBeHHO IPOBOANIIOC ITy-
TEeM ONepaLMyu KecapeBa cedeHus. LcTecTBeHHblE POABI OBUIM Y >KEHIUMH
B T10JIHOI PEMHUCCHY, CHSTBIX C TEPAIHH.

3axrouenne. [lnanuposats GepeMeHHOCTb yske C yCTAHOBJIEHHBIM
anarHosom A A HeoBXOAMMO B COCTOSHUU JJIMTENBHOI IOJTHOM peMuccuu
u ormensl VICT. B rakom ciyuae mosxkHO nsbeskaTh pasBUTHS peLuanBa

Tabnunua. bonbHeie AA, y KoTopbiX AMArHo3 Bbin BepBble yCTAHOBNEH HA GoHe BepeMeHHOCTH

®opma Lintonenus passunacs CpoK recTauum Ha MOMeHT

Tepanus o Bpemst GepemenHo-

PonopaspeweHue Ha cpoke Tepanus

BonbHas | Bospacr (net) Pesynbrar repanmu
TAXECTH Ha cpoke rectaumm (Hen.) | yctanosku anartosa AA (Hea.) CTM 10 POAOPA3PELIEHHUs (Hen.) nocne pofopaspeweHus
Ne 1 29 TAA 14 23 Tpaxcdysuu 34 ATl CmepTb
Ne 2 27 HAA 20 22 Tpaucysum 36 ATT+LCA Pemmccus
Ne 3 29 TAA 35 35 Tpaucysum 35 ATT+LCA Pemmccus
Ne 4 29 HAA N 20 Tpancdyann+LICA 33 LICA Orcyrerene panchysuon-
HOW 30BUCHMOCTH
N2 5 29 HAA 8 16 Tpachyamu+LICA 38 LCA OTcchzsme TPAHCPY3MOH-
HOM 30BUCHMOCTH
Ne 6 33 HAA n 25 Tpaxcdysuu 38 He nposoannacs Oreyretame tpanchysuon-
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sabonesanus. B nameit koropre 60MbHBIX CpeAN SKEHIIUH B MOJHOH AJH-
TeabHOl pemuccun AA GepeMeHHOCTB TpoTeKana 6e3 ocoxHeH U, a pe-
LMAMB BOBHUK y OONBHBIX ¢ KOPOTKMM mepuopom pemuccuu. Tepanus
LICA nocsne 21-22 nemenu moxeT CHU3UTBH MOTPeGHOCTD B TpaHcdysuax
710 poAOpa3peleHus. Heobxonum VHAMBUYAJbHBIN IOAXOMA K KajXXJ0Wn

Mpunoxenne 1

Gepemennoii 6onbHOI ¢ AA, TpeByrouuii caxenHoit paboTH MyIBTHUAMC-
LUIIMHAPHOM KOMaH/bl Bpauel, AJsi obecrnedyeHns! ONTUMANbHOM TpaHC-
(dysnoHHOII MOAJEPKKHU, & TAK3Ke C LeJbI0 y4eTa KIMHUIECKUX 0cobeH-
HOCTEel M XapaKTepPUCTUK (BKJIOYash aKylIepCKUe, IMHEKOJOTMYecKUe)
B Ka)K/[OM CJLydae.

Azumoea M. X., bynanos A. 1O., Koctun A. 1., Omutpueea M. A., Kneiunmnkosa E. B.
OCOBBIE ®OPMBbI TPOMBOHHTOHEHHI/UI B ITIPAKTUKE MHOT'OITPO®UJIBHOTI'O CTAIIMOHAPA

[BY3 r. Mockssl «HayuHo-ncecnenosatensckmit nHctuty T ckopoit nomowm um. H.B. Cknndocosckoro [lenapramenta sapasooxparerms ropoaa Mocksbi»

Beenenwme. IlpakTuka MHOrompoduILHBIX CTAIlMOHAPOB CKOPOH
HOMOLLY XapaKTepU3yeTcsl CTpeMJEHMEM KJIMHHULHUCTOB MAaKCHMAJbHO
GBICTPO KOMIEHCHpOBaTh TpombouuToneHUo y GonbHBIX TpaHcdysueit
konuenrparamu rpombonuros (KT). Onnaxo npu psge dpopm rpombonu-
tonenutit rpancdysuu 6ynyT HeadbexTrBHB (MMMYyHHAS TPOMGOIUTOME-
nus), ve Hyxusol (D[ TA-accounnposannas TpombounTonenus) u onac-
Hbl (FemapUHMHAYLUMPOBaHHAs TPOMOOLUTONEHMs, TPOMOOTHUECKUe
mukpoanruonarun). CornacHo CylecTBYIOUMM PeKOMeHAALUIM, J1060€e
He 00BSICHUMOE BBISIBJIEHHBIM 3a00I€BAHMEM HJTU TIATOJOTUIECKUM COCTO-
SIHMEM CHM KeHUe YPOBHS TpoMbonuTos Tpebyet obenenosanns u audde-
peHuuanbHoi auarnocruku [Lin J., 2016; Harrison P., 2001].

Iensr paGorbl. OueHnTb 4acTOTy BbISBIEHMSI TPOMOOLMTONEHMIL,
XapaKTepU3YIOLUXCsl OTPAHMYEHHBIMU TIOKA3aHUAMM [J1sl epeauBaHuUs
KT (I'MT, UTII, STA-accounnposannas tpombouuronenus, TMA)
B IPaKTUKe MHOrONPO(UILHOIO CTALUOHAPA.

Marepuanbt u meronsl. [IpoBesen peTpoCneKTUBHbBIH aHAIU3 Bbl-
SBJEHHbIX NPUYMH TpoMbGOLMTONEHUIi, cpear GOJIbHBIX, MOCTYNUBIIMX
B8 HUU CII um. H.B. Cxaudocoscxoro ¢ ausaps no oxtsbps 2023 rona.

Peayabrarst u o0cyskaenue. 3a aHaIM3UpPyeMbli NEPUOJ NPOJIEYEHO
43988 Gonbubix. [TanuenTtos ¢ TpombonuTonenueii (4uciao Tpom6OLUTOB
B nepudepuueckoit kposu menee 150x10%m) — 8259. Uz nux: ¢ xonude-
cTBOoM TpombouuTos B nepudepuueckoit kposu ot 0 go 20x10%/n — 544

genoseka, ot 21x10° mo 50x10%1 — 2098, or 51x10° mo 100x10°/n — 5617

6osbubix. [lonospenne na I'NT na ocnoBanuM mkast 4Ty 98 mauenros,
HOATBEPAUIOCH BhiABIeHUeM crienuduueckux antureny 11. Oro cocrasu-
10 0,05% ot Bcex 6onbHbIX, nosyunBux renapunsl (2=20615). Bpems Bbr-
SIBJIeHUs] TPOMOOLUTOIEHNY OT Ha4aJa relapuHoTepanuu B cpesHem 16,8
nus (6-38 nueit). [lo kAMHUYECKUM JAHHBIM TPOMOOTHYECKHE OCJIOKHE-
nus nabmonaaucs B 81,8% (2=9) cayuaes, B 36,3% (2=4) umena mecro
TPOMOOLMTONEHNYECKAs! KPOBOTOYMBOCTHU. B KauecTse anbTepHaTHBHOrO
aHTUKOAry/IsHTA B 5 ciydasx Obul mpumeHeH POHAANAPUHYKC HATPUS,
aB 6 cayvasx — pusapokcaban. Bee cinyuau I'VT Bnepsbie BoisiBnenHbie.
O TA-accouunposannas TpombouuTonenus samnogodpeHa y 13 6oub-
HBIX, IOATBEPAMIACh B 3 cay4asx, uyto cocrauio 0,03% or xonuuecrsa
nanuentos ¢ rpombouuronenusmu u 0,006% ciayuaes or konmuectsa
npoJiedeHHBIX OOonbHBIX. [IpU CTaHAAPTHOM ONpeNeNeHUN KOJIMYecTBa
TpombonuTos B npobe kposu B npobupke ¢ IATA uucao rpombonuTosn
cocrasuio (1-3)x10%n. Tlpu nepecmorpe B npobe kposu B mpobupke
c urparom Hatpust — (120-233)x10%mn). Boiasnennas rpomboruronenns
y | manuenra ObL1a oGyCJIOBneHa comyrcrytomeit naronorueit — MTII,
0 NOBOAY KOTOPOH HabJI0AAJICS y FeMATOJIOTa U [OJLy YaJl TePATMIO.

3axaouenne. Ocoboie Qopmbl  Tpombouutonenuil, Tpebyrouue
HACTOPO’KEHHOCTU TPaHCQysHoora IpU ONpeJe]eHUU [OKa3aHMii
K 3aMeCTUTeNbHOI TpaHcy3HOHHOI TePanuy He SBJSIOTCS CLy YAl HBIMU
U BCTPEYAIOTCS PEryJISpPHO B MPAKTUKE MHOTONPO(UILHOrO CTALMOHAPA
CKOpO¥ TIOMOILU.

Anewnna O. A, Kotosa E. C,, Ucunoea I. A., Bacunbesa A. H., Pupaposa 3. T, JlykesHosa U. A., Tpounukas B. B., lansuesa M. B.,
Oeuphbik B. H., O6yxosa T. H., Cyaapukos A. b., Yabaesa tO. A., Kynukos C. M., Maposuunukosa E. H.

PE3YJIBTATHI ITJIOTHOM ®A3BI OJJHOIEHTPOBOI'O IIPOCIIEKTBHOI'O MICCJIEOBAHMS «OJIJI-2016m» JEYEHU S B3POCJIBIX
ITAIIEHTOB Ph-HETATBHBIMU OCTPHIMU JUMOOBJIACTHBIMHU JIENKO3AMUI

Prey «HMUL, rematonoruun» Munsgpasa Poccum

Beenenne. Pesynbrarst nccneposanusa «OJ1JI-2016» npopemoncTpn-
posaay, uro mepcucrenuns MODB mocse oxoHuaHMS WHAYKIMOHHON
TepanuM SBJSIETCS. CAMBIM 3HAYMMBIM (PAKTOPOM HEGIArONpPHUATHOrO
IPOTHO3a MO JaHHBIM MHOrOQaKTOPHOrO aHaJIMu3a, MIpUYeM Kak jjs B-,
tak u T-kaerounoro OJIJI. Beun paspaboran npoTokos, KOTOPbIH BKJIIO-
9MJ B CXEMY TEPAllMU TapreTHblE MPENapaTsl, NPUMEHEHNE KOTOPBIX
HanpaBjeHo Ha OoJee OBICTPYI0 PEAYKLMIO OCTATOYHOIO XUMHOPe3H-
crenrtHoro omyxonesoro kiaoHa. s B-OJIJI rakum npenaparom siBnser-
ca GnnHaTymomab U B CxeMy TepanuM BKJIOUYeH | Kypc KOHconmpaumu.
s T-OJIJI npenapara 3aperucTpupoBaHHOrO AJISL JAHHOTO MOKa3aHUs
HeT, HO [0 AAaHHBIM JINTEPATYPbl U MPEALIECTBYIOIIErO ONBITA LEHTPA,
6buta nokasana apexrusnocts npu nepeucrenuun MOB npumenenun
unruburopa BCL2 B coyetanuu c xumuorepanueii.

Iens paGorer. Ouennts pesynsrarsl Tepanuu no nportokoay «OJIJI-
2016m» nsist BBpOCIBIX MALIUEHTOB Ph-uerarusasimu OJ1JI.

Marepuanbt u meroasr. C 04.2022 nauaro uccaeposanue «OJIJI-
2016m» 8 ®I'BY (HMMULL remaronorun» M3 P®. Ocnosnsie mopudu-
kauuu nporokoaa «OJIJI-2016»: 1) naumentam ¢ ETP T-OJIJI repanus
nposoaurcs ¢ BrIoueHuem BeHetoksakca 400 mr B cyTku Ha Beex ara-
nax tepanuu. OToH rpynmne GonbHBIX MokasdaHo BbinoaHenue aano-TTCK
B panHue cpoku nocse gocrrkennss MODB-uerarusnoit 1-i I1P; 2) naun-
enram ¢ nepcucreruueit MOD B 1T1P na 70-it nens nporokona npexycmor-
peHo nposefenue 1 kypca 6aunarymomabom npu BOJLUI/JIBJI u unkaa
Tepanuu BEHETOKJIAKCOM B coueTaHuu ¢ xumuorepanueii (56 nueit mo 400
Mr B cyTKY Ha done npopomxenns konconuaanuu I, 11, 111) mpu T-OJIJ1/
JIBJI. B uccnepmoBanme na 11.2023 Brmioyeno 33 mammenta ¢ OJIJI:

16 (49%) B-OJ1J1, 15 (45%) TOJIJI/JIBJI (3 ETP) u 2 (6%) CDOJI (ETP/
mueno). Knnnuueckue xapakTepucTuky NalMeHTOB: MeMaHa BO3PacTa
29 ner (18-53 ropa), m/x=17/16 (561%/49%), neitponeitkemus 5 (16%) na-
L1eHTOB, 9KcTpameay ispuble odaru 11 (33%) (us uux 4 JIBJI). Megunana
Habmonenus cocrasuaa 10 mecsanes (1-17). Craructuueckas obpaborka
JAHHBIX POBOAMJIACH C TToMoLbI0 SAS.

Peaynbrarsi u o6cyxpaenue. Panneit neransHocTy Ha Tepanuum He 3a-
perucrpuposano. acrora noctmxenus [IP 94% (31 us 33). Ilepsuuno-
pedpakTepHoe Teuenue sabonesanus xoncraruposano y 1 (3%) (TIII-
OJIJI), y 1 naumenra ¢ BI OJIJI, nporekatowero ¢ MLL, npousomaa
cmena ¢enoruna nocse 1 Kypea MHAYKIMU U OH GBI CHSAT C IPOTOKOJA
u nponosmxua gedenue no nporpammam aas OMJL. s 28 naumenros,
pocturmmx [P u arana 70-i nens no nporokouy, numean MODB 8 (29%)
nauuenros (6 B-OJIJI, 2 T-OJIJI). Hu opun nauuenr ¢ ETP sapuan-
tom He umena nepcucrennuio MODB na a. 70. OB u BPB npu megunane
nabmopenns 10mecsnes cocrasuna 100% coorserctBeHHo, B rpymnme
¢ nepcucrenuueit MODB cob6pituii Taksxe He ormeueno. Bee 8 nanuenros
¢ nepcucrenuneit MOD nocsie npumeHeHns TapreTHON Tepanuu umenn
orsert B Buje nocrmxenuss MOB-uerarusnoctu. Becem naruenram ¢ ETP
sapuantom OJIJI B cpoku nepsbie 6 MecsleB Tepanuu OblIa BHIIOJHEHA
anno-TI'CK.

3axmouenne. [lunornas dasa uccaeposanus «OJIJI-2016m» pe-
MOHCTPUPYeT BbICOKY10 9eKTUBHOCTD NPUMEHEHUs TePAUU, HAIPaB-
JIeHHO} Ha OBICTPYI0 PEAYKLUIO OCTATOYHOTO OILyXOJEBOTO KJOHA.
INonyuennsie peayabraTsl Kak mo sddexTusHOCTH, Tak U MO GezonacHo-
CTH MO3BOJISIIOT MHULMMPOBATh AAHHBIA IPOTOKOJ B paMKax
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PUCK PA3BUTHS TEMOPPATMTYECKIMX OCJIIOXHEHW ITPA 9CCEHIIMAIBHOM TPOMBOIIMTEMUM B ITEAVATPUYECKON
[TPAKTUKE ~ MU® NI PEAJTbBHOCTD?

PIrbY «HaumoHansHbIN MeanUMHCKIA MCCNeA0BATENLCKMM LEHTP SETCKOM FTEMATONOTMM, OHKONOMMM U MMMYHONOTUK Mmenu [mutpus Poradesa» MunnctepcTsa 3apasooxpaHeHms
Poccuiickon Pepepaumu

Beenenue. Ocuosupim daxropom pucka BCR-ABL meratusmbix
MII3, onpenensoummm KauecTBO >XUSHU IALMEHTOB, SBISETCS PUCK
KpoBoTeueHUH nnu rpomboobpasosanus. Bo Bapocsoit nonyasuuu y na-
nuentos ¢ AT, NI, IIM®D nocrosepHo mokasaH, 4TO PHUCK KPOBOTedYe-
HUiT moBbIIaeTcsi mpu BropuuHoM pAedunure daxropa Bunnebpanpa.
Knunnueckue ocobennoctu teuenus nanubix MII3 y nereit ocrarorcs
B 3HAYUTEJLHON CTENeHU HeU3BECTHBIMMU.

Ieas paborbl. AHanus KIMHUYECKO-1aBOPATOPHBIX OCOGEHHOCTEMH
reuenus OT y nereit.

Marepuasst u meroast. [lposenen ananus reuenus OT y 75 GoabHoro
B Boapacre a0 18 ner. [uarnos OT ycranasnusanca Ha ocHOBaHMM Kpu-
tepues BO3, BK/IIOUaBIIMX OLEHKY KJIMHUYECKUX JAHHBIX, 1abopaTopHble
uccaenosanus (OOIMEKIMHUYECKUE HCCIENOBAHUS; MOPQOIOruuecKue,
PeHEeTHYeCKHe, PUCTOIOTMYECKIE MCCIIe0BAHUS KOCTHOIO MO3Ia), HHCTPY-
MeHTaJbHble HccaefoBaHus. llpuobperennbiii cunapom Bunnebpanpa
YCTAHABAMBAJCS HAa OCHOBAHWM ONpeAeJeHHs aKTHBHOCTH akTopa
Bunaebpanna (a®B < 50%). [Tanuenta ¢ I[ICB 6bi1a nposenena TpomGo-
3JIACTPOrPaMMa, C LIeJIbI0 OLIEHKH PUCKA TeMOPPArnieCKUX OCJI0KHEHUH.

Pesyabrars: u chy)K;(eHI/Ie. Cpenu Bcex 6onbubix ¢ BCR-ABL we-
ratupabimu XMII3 accennumanpuas TpombouuTEMUS AMATHOCTHPOBA-
na y 75 (64%) usz 117, senssce camoii yactoit Gopmoii faHHOMN rpymmbl
XMII3 y mereit. Cpenuuii Bospact Ha momeHT nocraHosku DT cocra-
sun 11,2 ropa B Haweit koropre nanuentos. IlpuobGperennsiii cuHgpoOM
Bunneopanpa (IICB+) 6b11 auarnocruposan B 38 (48%) cnyuyasx y ma-
nuentos ¢ DT. Meanana spemenu nabmonenus 3a naumentamu ¢ [ICB
cocraBuna 4,5 ropa. I'enernueckuii ananus mokasas, 4TO y IOJOBHHBL

nauuentos ¢ [ICB+ Gbutn BeISIBAEHBI TUMIMUHbBIE ApaliBepHblE MyTALLUK 6
(8%) ¢ myrauumeir JAK2V6I7F, myranmsa rena CALR y 8 (22%), myranuu
rena MPLy 1 (3%) Gonvroro. TpomGounTos seime (>1000x10%m) 6ot or-
meuen y 30 (80%) 6oabubix OT ¢ [ICB+. Meauana sHaueHMst aKTUBHOCTH
RCo @By nauuenros ¢ [ICB cocrasuna 26. Obpamaer Ha cebst BHUMaHue,
uTo y GonbunHceTBa Aeteit ¢ OT BHE 3aBUCHMOCTH OT HATUYUS UITU OTCYT-
crBust [ICB ne 6b110 HUKakux kaMHUYeckux npossiaenuit — y 19 (73%)
nanuentos ¢ [ICB+ u 25 (71,4%) naunentos ¢ [ICB otmeueno Geccum-
tromuoe trevenue JT. [To panubim Tpomboanacrorpammsl Tonbko y 3 (8%)
nauuentos ¢ [ICB+ nabnopanucs usmenenus napamerpos TOI, koropbie
CBU/IETEIbCTBOBANN 0 Hannuny runoxoaryasiuun. Hu opgun pebenox ¢ 9T
He MMeJ TPOMOO3OB B AaHAMHE3E, B TOM YMCJIe BEHO3HOH M apTepUabHON
cucrem. ['emopparuueckue ocioxHeHMs B BUJe HOCOBbIX KPOBOTEYEHUH
B aHaMHe3e OblLIM BbISIBJIEHBI TOJIBKO y 2 MaLMEHTOB, Y KOTOPBIX aKTHB-
HOCTb cl)a.KTopa BI/IJ'IJ'II/I6P3,H}IEL ob11a 6ostee 50% (IICB-). ¥ opnoro manu-
enra 10,16 ner c aktusHoCTBIO pakTopa Bunnebpanna 27% passunocn
susneyrposkatomee JKKK na done sizpennoit 6onesnu xenynxa.

3axarouenne. Mb1 usyunsiu Goablryio koropty 75 neguaTpudeckux
nauuentos ¢ auarHosom OT. Ilo pesynsraram nposemeHHoro anaausa
MOKHO C[IeJIaTh BbIBOJ, 4TO caM (paKT AMATHOCTUKHU NPUOOPETEHHOTO fie-
bunura bakropa Bunnebpanaa ne siBasieTcs OCHOBHBIM YCJIOBUEM, pea-
JM3YOIMM PUCK KPOBOTeUeHUsl y pebeHKa ¢ 9CCeHIManbHbIM TpoMbonu-
rosom. OpHaxo cilydaii >KU3HEYTPOIKAIOIIErO0 KPOBOTEUEHNUS y HALUEHTA
IO., 16 ner, noguepxkuBaer BO3MOXKHYI0 posIb cHyKeHust aktusHoctn DB
B popMupoBanmu Gosee BEIPAXKEHHBIX KPOBOTEUEHUH Y TIALIMEHTOB C CO-
Iy TCTBYIOLIMMY PUCKaMH F€MOPPATNIeCKUX OCI0KHEHUIHA.

BanbxaHosa 4. B., JlykesHoea M. A., Tpubaroea E. O., Pupapoea 3. T., Anewnna O. A., Kpasuerko C. K., MaHracapoea 4. K.,
JNyxuna E. A, Oeupnbik B. H., O6yxosa T.H., Cynapukos A. b., Tpouukas B. B., Maposuunmkosa E. H.

TEPAIINS IMOXMJIBIX MTAIIMEHTOB C OCTPBIMU MUEJOWIHBIMN JEMKO3AMU
DreY «<HMUL rematonorums Munsgpasa Poccum

Beenenue. Yacrora 3aboneBaemMocT OCTPHIMM MHUEJIOUAHBIMU Jeii-
kosamu (OMJI) ysennuusaercsa ¢ Bospacrom, mocruras 20,5 cayuas
Ha 100 Tbic HaceneHus cpean nauuentos crapue 65 net. Pesynbrarsr se-
YeHUS MOXKUJIBIX MALUEHTOB CYLIECTBEHHO XY3Ke, YeM Y MOJOABIX 60Jb-
Hbix. Pasgnuuns obycnosnens: pocrom uacrorst OMJI, accounnposannbix
C MUeJIOAUCIIIa3Helt, B TOM yncie Tpancdopmaryeii U3 MUeJOAUCTIIACTH-
yeckoro cunapoma/muenonpoaudeparusnsix neornasuit (MIC/MITH)
WM BTOPUYHBIX, CBS3AaHHBIX C IPEALIECTBYIOLIEH XMMHUOTepanuei.
Yacro Berpeyaercs HebnaronpuATHBIA KapuoTHi (KOMIUIEKCHBIH, MOHO-
comupiit). KomopbuanocTs u ctapuyeckas acTeHMs CyIIeCTBEHHO OTpaHU-
4UBAIOT BBIOOP TEpaNneBTHYECKOro MOXO0AA.

Iens paGorel. [IpoananusuposaTs pesy bTaThl JeueHUs y HalMeH-

tos ¢ OMJI 60 net u crapure.

Puc. 1
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Marepuanst u meronst. C susapsa 2018 r. mo susaps 2022 r. 8 HMULL
rematoJioruy rocnuraausuposano 45 naunentos c OMJI 60 set u crapue.
[TanueHTsl ¢ OCTPBIM NPOMUEIOLUTAPHBIM JEHKO30M B AHAJIU3 HE BKJIIO-
yensl. Menuana nabmogenust — 1 rogx.

Peaynbrarer u obcyxpaenne. B ananus Brmoueno 456 naumen-
toB 60 ser u crapwe ¢ Bnepsble ycraHoBieHHbM auarHosom OMIJI (21
sxeHwuHa 1 24 my>xunnsl). Meguana sospacra — 64 roga (60-85 ner).
Boabas yacts nanuenrtos (80%) Gbita B Bozpacre 60-69 ner. Cornacho
crparuduranmn no ELN, k rpynme neGnaronpustHoro mporHosa orHe-
cennt 17 nauunenros (37,8%), npomesxyrounoro — 21 (46,7%), 6aaronpu-
arnoro — 7 (15,56%). K OMJI c usmenennsamu, CBI3aHHBIMM C MUEJIO/UC-
masuei, orHecensl 16 naumenros (35,6%), y 8 us nux npegmecrsosan

ycranosaennsiit auarnos MJIC/MITH. ¥V 6 (13,3%) nanuentos OMJI

Puc. 2



ObL1 cBsI3aH C mpeAuecTByoledl xumuonyyesoit tepanueit. Cpepn na-
LIMEHTOB U3 GIATONPUATHON rpynbl B 6 cioydasx obHapyskeHa MyTauus
B rere NPM1, B 1 cayuae — inv(16). Myrauua FLT3-ITD sbiasnena
B 7 cayuasnx (15,5%). Komnuekchblit kapuorun sbissien y 14 naunenros
(31%). Heitponeitkemus auarnoctuposanay 10 uz 30 nauuenros (33,3%).
Komopbupnocts pasnuuHoii crenenu Tsxectu ycranosnena y 83,3%.
WMupyxkumnoHHast Tepanus TMIOMETUINMPYIOIMMY Ar€HTAMM C BEHETOK-
nakcom nposeneHa 23 nanuentam (61,1%). Tepanus no nporpamme «7+3»
nposeaena 8 nanuentam (17,7%) ¢ ynoBieTBOPUTENBHBIM COMATHYECKUM
crarycom, Bospact Koropsix 6bi1 ot 60 no 65 ner. ¥ 5 naunentos npu-
mennnu nporpammy Aza/Dac-Ida-Ara-C. [Isym nanuenram nposeseHa
MOHOTEpANMA a3aLUUTUAMHOM. | PaHCIUIAHTALMS AJJIOT€HHBIX TeMOIIOd-
tuueckux crBoJoBbx KiaeTok (amno-TT'CK) sbimonnena y 11,1% naum-
eHToB. [IBym mauueHTam B CBSISM C TSDKEJIBIM COMaTHYECKUM CTATyCOM

Mpunoxenne 1

pPEeKOMEH/I0BaHa NajJMaTUBHAs Tepanus. JacToTa JOCTHMIKEHUS peMHC-
cun cocrasuia 81,3%. ¥ 80% us Hux pemuccust KOHCTATUPOBAaHA MOCJIE
1 xypca unpyxuunonnoii repanuu. Pannss neransnocts cocrasuna 11,1%.
Y 20% nanueHTOB KOHCTATMPOBAHO TepPBUYHO-pedpaKTepHOe TedeHue
OMJL. VY uerbipex U3 HUX y[aa0Ch AOCTUYb PEMHUCCHIO HA APYTHUX MPO-
rpammax. [IByxnetnss obuias u GeapenuaMBHAas BBIXXUBAEMOCTb COCTA~
By 46,7 m 44,6% coorBeTcTBEHHO.

3axmouenne. [lonxonsl kK MPOTMBOOIYXOJIEBON Tepanmuu pasand-
ubl u 3aBucaT or xapakrepuctuku OMJI, obmero cratyca nanuenra.
[Taunenram B BodpacTe 10 65 €T B yAOBJIETBOPUTEIBHOM CTATYCE MOXKET
ObITh MOKaszaHa MHTEHCHBHas MHAykuUMoOHHas tepanust u amno-TTCK.
[lanmentam co 3HaummoM KOMOp6I/I/1HOCTb}0, BBIPa’KEHHOW CTapyeCcKoin
acTeHueii MOKeT ObITh PEKOMEH/I0BAHA TEPANUS, BKIIOYAIOIIAS COUeTaHUe
FUIOMETUIMPYIOLIUX aTEHTOB, BEHETOKJIAKCA U MaJIbIX 103 LuTapabuHa.

Bbatpoe M. A", Kuuenko E. A.2, Cabupoe K. P!, Coboneesa O. A.!, Coicoeea E. !, Asepbyx O. M.}, Knumenko E. C., Dannwsn K. 1.7, Nykuna E. A1

XVPYPTUYECKAS KOPPEKIIVS BHEIIEYEHOYHOM ITOPTAJIBHON I'MITEPTEH3UH Y BOJBHBIX C Ph-HETATUBHBIMU
MUEJIOITPOJIM®EPATUBHBIMU 3ABOJIEBAHMAMUN

'®OrBY «HMULL rematonormms Munsapasa Poccum, 2OIBHY «PHLX um. akap. b.B. Metposckoro»

Beepenne. XapakTepHbIMU OCJOKHEHUSMHU MHUEIONPOIn¢epaTHB-
Hbix 3abonesanuii (MII3) aBnsiorcs Tpomb0o3bl COCYA0B NOPTANBHOIl CH-
CTEMBI, BEAYLIUE K PA3BUTHIO BHENEYEHOUHOM TOPTAIBbHOM THIIEPTEH3UN
(BIIT) u obpasosanuio BapukosHo pacuupennsix sed (BPB) numesona
U >Kely/Ka, yrpoKamoliuX KPOBOTeYeHHWeM M TPeOymolMX ONepaTHB-
Horo sevenusi. Ha cerogns pns npodunaktuku xposoreuenuii us BPB
NUILEBOAA U >KEJYAKA NMPUMEHSIOTCS SHAOCKONMYECKOE JUTMPOBaHUE,
SHIOBACKYJ/ISIPHBIE U XMPYPrU4YeCKUe METOAbl, MMEIOIMe OrpaHUYeHHe
B BbINoHeHUM y nanuentos ¢ MII3 u roransueim Tpombosom cocynos
MOPTaabHOM CUCTEMBI.

Iensr paGorwl. Paspaborats anroputm sddextusnoit npodurax-
Tk xposoreuennii u3 BPB numesona u xenynka y 6onsubix ¢ BIIT
npu MII3.

Marepuanst n meropbl. B xupypruueckom orpenennn DPI'BY
«HMML] remaronorun» Munsnpasa Poccuu ¢ 2013 o 2023 r. npoonepu-
posaHo 62 60abnbix c MI13, uannx 26 (42%) — c ucTuHHOM MOMULIUTEMUEH,
8 (37%) — c accennuanbHoii Tpombouuremueii, 23 (37%) — c nepBUUYHBIM
muenodubposom u 5 (8%) — c nexaaccubunmpyempimu muesonponude-
pauuamu. BPB numesona u sxenyaxa soisasaenst y 56 nauuenros (90%),
BPB sxenynxa — y 6 (10%). ¥ 52 (84%) naunenToB BbIsiB/I€H TOTAIbHBIA
Tpombos cocynos nopraibHoil cucremsl, y 1 (1%) — usonuposanHbiii
Tpombos cenesenouHoii Bensl, y 9 (15%) nauunenros — BIII 6es rpombosa
COCYZROB NOpPTaabHON cuctembl. [lokasaHNAMM K BBIIIOJIHEHUIO ONIEPATHB-
HOrO BMEILATE/IbCTBA SBJISIJIMCh MHOTOKPATHBIE AITU30/bI TN IEBOLHO-KE-
nypouHoro kposoreuenust (2=48, 77%), unronenuueckuii cunapom (n=8,
13%), cnnenomeranus (=12, 19%). Cnaensxkromus (CO) somonnena y 20
(32%) nauuenros. CO u racrporomus c npownsanvem BPB numesona

u sxenyaka sbinonnena y 41 (66%) nanuenra. Jlanaporomus ¢ ractporo-
mueit ¢ npomnBannem BPB numesona u sxenyaxa sommonnena y 3 (6%)
nauuenTos, us Hux y 2 (3%) kpoBoTeueHuUs BIOCIEACTBUM PELUAUBUPO-
BaJsy, uto norpebosaso seinoanenue CO.

Peayabrarsl u obcyxkaenune. B nocieonepaunonnom nepuoge y 23
(37%) naumMeHTOB 3apErMCTPUPOBAHBI CJEAYIOIIME OCJIOXKHEHUS: BHY-
TpubpiowHble kposotedeHus — y 4 (6%), rxenynouHO-KMIIEUHbIE KPOBO-
teuenus — y 2 (3%), remaroma s0sxa ynanennoi cenesenku — y 5 (8%),
nopauadparmanbubiii abeuece ¢ nankpearutrom — y 4 (6%), nHeBmo-
uus — y 12 (19%), rpomboambonus nerounoit aprepun — y 2 (3%), rpom-
603 sipemnoit Benst — y 1 (1%), Tpombo3 Ben mOpTanbHON CHCTEMBI —
vy 2 (3%) 6onbubix. [TocTenaenskTommuueckuii TpomboLnTo3 HabaIOAANCS
v 55 (89%) GonbubIx 1 B page cayydaes gocturan 364x107m, uro rpe6osano
Ha3HAYEHMSs] AHTUKOATYJISIHTHOM, AHTUArPETaHTHOM M LIMTOPENYKTUBHON
Tepanuu B MHAMBUAYaabHbIX nosax. Konrpoasusie OI'/IC Boimonusauces
gepes 3—12 mecsaues. B ornanenHom nocieonepanioHHOM IepUOAe SHAO-
ckonuueckoe suruposanue norpebosanocs 7 (12%) nanuenrtam. 3a ne-
puon HabsroneHus ymepau 3 nanuenra (6%), s Hux y Bcex HabII0RAIACE
tpancopmanma MII3 B ocTpsiii aeiixos.

3aximouenne. CrieHOKTOMUS B COYETAHMU C FACTPOTOMUEN U IIPOIIU-
Banuem BPB numesona u skenyaka siBnsiercs appeKTUBHBIM METOOM XU~
pypruueckoit koppexuuu BIII u npodunaktuku xposoreuennit us BPB
NMILEBOAA U JKEJIYAKA, HO3BOJISIOLIMM YBEJIUYUTh MPOAOJIKUTEIBHOCTD
Y MOBBICUTH KadecTBO >xus3Hu nanuentos ¢ MII3. Oxnako Beimosnenne
OMepATUBHOTO BMEIIATENbCTBA CBA3aHO C BHICOKMM PUCKOM IIOCJEONepa-
IIMOHHBIX OCJIOXXHEHUM, 4TO Tpe6yeT HajJe)kaleh COmpOBOAUTETLHOM
Tepanuu B IIpefi- U N0C/Ie0NePalMOHHOM IEPHOAAX.

Bonpapetrko C. H., Moucees U. C., Mopozosa E. B., Bnacosa tO. 1O., CMupHosa A. T., Apanaceesa K. C., Beithaposuy A. B,
Porauesa lO. A., Cunsies A. A, Cmbikoea O. T, Lisetkos H. 1O., KanyHuukoe M. M., Bonkos H. I1., Xorones [. K., Monoea M. O,,
Sctpuna M. A, Ansnckuin AL J1,, Bapxatos U. M., Tunauna T. J1., Kynarun A. .

AJUIOTEHHAS TI'CK ¥V ITAIMEHTOB OMJI B BO3PACTE 60 JIET 11 CTAPIIIE

MNCN6IMY mm. M.IM. Masnosa HNI petckoit orkonorim, rematonoriu n tpaxcnnantonoruu um. PM. fopbauesoit

BBenenne. AnoreHHas TPaHCIJIAHTALUSI TEMOMOdTUYECKUX CTBO-
noBbix kierok (amno-TT'CK) sasaserca, BosmoikHO, elMHCTBEHHBIM pa-
aukanbHbiM Metofom tepanun OMIJI nebnaronpusTHOl rpynnbl pucka,
[OJsT KOTOpOH yBenuumBaercs: ¢ Bospactom. Omnpenenenne moxasaHuii
k anno-TI'CK, y noxnabix nanmenros ¢ OMJI ocraerca tpyaHoii sana-
4eil, IOCKOJIbKY MOTEHIUAIbHAS TOKCUYHOCTb PEXKUMOB KOHAULIMOHUPO-
Banus, pucku pazsurus PTIIX moryt 6biThb Bhllle, uem y GOJIBHBIX MOJIO-
noro Boadpacra. Kpome Toro, 3a nocsennee aecsiTuiaeTve ObLI JOCTUTHYT
3HauMTENBHBIHM nporpecc B TexHogoruu awno-11CK, uro nossoaser mo-
BBICUTb BO3PACT KAHIUAATOB [JIs1 9TOIO METOA JIEYEH U

Iens paGorsr. Ouenurs adpdexrusnocts anno-TI'CK y naumnentos

OMUJI crapuue 60 ner.

Marepuanst u meropsl. B uccienosanue pxaroueno 38 mnauuen-
ros(nut) 3a nepuog 2011-2023 rr. Mennana nabnopenus cocrasuaa 17,5
(1,1-170) mec. Menunana sospacra 62 (60-70) rona. OMJI de novo y 89%
(24) nur, OMJI/MJIC — 13 nur, OMJI, cBasanHbIi ¢ npejuecTByoueil
tepanueii, — | mur. Cornacno kaaccuduranumn ELN2022 — Graromnpu-
arnas rpynna — 1 (3%) nur, npomesxxyrounas — 29 (76%) nur, us Hux
¢ FLT3-ITD — 10 nur, nebaaronpusruas — 8 (21%) nur. B ITP1 — 19
(60%) nur, 8 TIP2 — 6 (16%) nur, p/p OMJI — 13 (34%). Nnunexc xo-
mopbuanocru nepen aano-TT'CK (MK) 0-1 cr. umenn 29 (76%) nur,
a 2-3 — 9 (24%) nur. Ipemwecrsylomas repanus nepen amno-TTCK:
I'MA — 2 nur, TMA+seneroxnaxc — 7 nur, HAI] — 4 nur, muarencusnas
XT — 17 nur, XT+mupocraypun — 5 nur, runreputuanb:XT — 8 mur.
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Anno-TI'CK or coBmecTMMOro poACTBEHHOrO ROHOpA BBINOJHEHA O
(16%) nur, coBmectumas Hepoacrsennas — 16 (42%) nur, wactuuHoHE-
coBmectumas HepogctBeHHas — 6 (16%) nur u rannonpentnunas — 10
(26%) nur. Bee nmanmeHTsl mOMydanu peXKMM KOHAMLMOHUPOBAHUS CO
CHWKeHHO# uHTeHcuBHOCTBIO. llpoduaakruxa PTIIX mnposommnace

Puc.

C MCMONMB30BaHMEM MOCTTPaHCIMIAHTAlMOHHOrO 1ukIodochamuaa y 21
(55%) nur.

Peayabrarnt u o0cyskaenue. [lepeuunoe HenpuskuBIeHHE OTMeua-
aock y 4 (10%) nur. O6was seisxkusaemocts (OB) B pemuccun OMJT co-
crasuna 62% (95%/11 42—-82), e pemuccun OMJI 31% (95% 11 6-56),

Gespeunpusnas soixusaemocts(BPB) — 55% (95%/111
35-75) u 27% (95% 4-66), yacrora peuuausos (UP)
21% (95%OWN 8-37) u 38% (95%11 7-69) (p=0,3),cooTe-
TcTBeHHO. B 3aBHcMMOCTH OT MpOrHOCTMYECKOH Tpymmbl
ELN BPB npomesxyTounoit cocrasuna 45%, a ne6naro-
npusitaoir — 38%. VK orpunarensno Bausn na OB —
npu 0-1 64%, npu 2-3 15% (p=0,001). UP 23, 26 u 55%
TPaHCIUIAHTALMOHHAS JIETAJbHOCTb, He CBA3aHHAs C pe-
nuausom (JIHP) 15, 22 u 28% coorsercreenno p=0,001.
Ocrpas PTIIX ormeuanacs y 12 (31%) nur, 2-3 cr. 8 nur.
Xpounueckas PTIIX orpannvennas 9 nur, pacnpocrpa-
HeHHas 7 nur. Peunansel Bosnukan y 9 (24%) nur, cmepts
B pemuccun y 11 (29%) nur: sa cuer undexuun y 4 nur,
PTIIX 2, BOb — 2, OCCH — 2 nur. Ilo pesynbratam
muorodaxroproro anamuza na OB u JIHP merarusno
sausa VIK: 0-1 nporus 2-3 0,2 (95%1U 0,08-0,52) u 0,18
(95%11 0,05-0,61) (p=0,001). BPB u UP 3aBucena ot na-
mnuns pemuccun OMJI nepen anno-TT'CK 0,18 (95%/111
0,07-0,43) u 0,17 (95%1 0,05-0,64) (p=0,009). OB, YP
u JIHP or sospacra (18-39, 40-59 u 60 ner u crapue)
ne sasucesnu: 50, 43 u 47%; 38, 33 u 24%; 26, 29 u 32%
COOTBETCTBEHHO.

3axmouenne. Anno-TI'CK sasasercs abdexrtusnpim
METOMIOM JIEYEHUS Y MOKMUIBIX manueHToB ¢ Huskum VK
3a CYET BO3MOXKHOCTH AOCTYIKEHUS PEMUCCHU IIPY Has3Ha-
YeHUS! HeMHTEHCUBHBIX M TAPTETHbIX CXeM MH/YKLIMOHHOI
XT 1 cHMIKEHMS TPAHCIIAHTALMOHHOM JIETAIBHOCTH.

bynaeea U.T., Latunoea A. A., bapaes P. LLI., Cuopaus H. T, Metpoe A. B., Touenas E. H., Kynemuna O.B., Muponio6oea O. B.,
Borparos K. B., Hukynuua T. C., JlTomauna E. I, Anekceesa O. A., Tupwosa J1. J1.

IMPUMEHEHUE HEMHTEHCUBHBIX TAPTETHBIX PEXXMMOB B KAYECTBE «bPUJIXK-TEPAIINN» K AJIJIO-TTCK Y ITALIMEHTOB C P/P OMJI
®IrBY «HMWL nm. B.A. Anmazosa»

Beenenue. Bribop ontumanbHON OpuiK-Tepanuu K ajJOreHHON
TPaHCIUIAHTALMM TIEeMONOdTUYeCKUX CcTBOJOBbIX KJjetok (amno-TI'CK)
AJISL TanueHToB ¢ penuausHbim u pedpaxrepusim (P/P) octpbim muesno-
uausim seitkozom (OMJI) B 510Xy HOBBIX TapreTHBIX Ar€HTOB OCTAETCS
AKTYaJIbHBIM BOIIPOCOM.

Iens paGotsr. Ouennts adpdeKkTUBHOCT U MEPEHOCMMOCTb COBpe-
MEHHBIX PE)KNMOB CHUKEHHOM MHTEHCUBHOCTH, BKJIIOYAIOIIMX TAPreTHbIe
npenaparst B repanuu P/P OMJI B cpaBHeHMM cO CTaHAAPTHBIMU MHTEH-
CHBHBIMM IIPOrPaMMaMHU.

Marepunanst u meroast. B perpocnextusHoe nccnenobanue BKJIOde-
Ho 65 nauuentos ¢ P/P OMJI (28 my>xunn u 27 skeHIUH), TPOIEIEHHBIX
¢ 2018 o 2023 r., ua nux 43,6% (24/55) ¢ peunpusom 3abonesanus u 56,4%
(31/55) ¢ pedpakrepurim reuenuem OMJI. Menuana sospacra — 42 ropa

Puc.
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(18-61 rom). BAXT nposenena y 52,7% (29/55) naunentos (FLAG+/-1da),
neuntencusnas repanus (P/P nocae BIXT, nuskuii comaruyeckuii cratyc,
myTauus B rene FLT3) — 47,3% (26/55). Pesxnumbl HemHTeHCHBHOM Tepanuun
BKJIIOYaJIY TEPAIMIO HA OCHOBE FMIOMETHIMPYIOIIErO areHTa (a3aluTuan-
Ha) B KoMOMHanuu ¢ uHTUGHUTOpoM bel-2 (BemeToxakc)+/-uHrMOUTOPOM
FLT5 (runareputunub)+/-remrysymabom osoramuiuom. [lannsie pexu-
Mbl UCIIOJIb30BAUCD B KauecTse Gpupx-teparnuu x anto-TI'CK. B rpynmne
BIAXT 44,8% (13/29) nanuenToB oTHeceHbl K HEOGJIATONPUSTHOMY PUCKY
(ELN2022), B rpynne nennrencusHoit tepanun — 57,7% (15/26), ns nux
80% (12/15) umenn myranmio B rene FLT3.

Peayabrarnt u obcysxaenune. Paunss neransnocts cocrasuna 7,3%
(4/55): 10% (3/29) nocne BAXT u 3,8% (1/26) B rpynne HeMHTeHCHB-
Hoi Tepammu. Oteer Ha Tepanuio oueHmBascs cpean 51 naumenra.
YacTora obiero oTBeTa He pasauyasach B 00eUX IpyNnax U COCTABUJIA
73,1% (19/26) B rpynne BIAXT u 84% (21/25) B rpynne nenHTeHCMBHON
repanuu, p=0,499. Menuana paurenbHOCTH HeHTpONEHMM U TPOMbOIU-
tonenuu 3—4-ii crenenu cocrasuna 22 au. nporus 29 an., p=0,209; 25 gu.
nporus 22 au., p=0,084, 8 rpynne BAXT u neunrencusuoii repanuu, co-
orsercrBenHo. YactoTa dpeOpuIbHOI HeliTpONeHNH, THEBMOHUMY, CeNcuca
6buna soiwe B rpynne BIXT no cpasuenuio ¢ rpynnoil HeMHTEHCHBHOI
repanuu: 82,8% (24/29) nporus 50% (13/26), p=0,02; 37,9% (11/29) npo-
tus 7,7% (2/26), p=0,011; 27,6% (8/29) nporus 19,2% (6/26), p=0,537, co-
orsercrsenHo (puc. 1). 92,3% (24/26) B rpynne nennTeHCHMBHON Tepanuun
nepemutn Ha otan amno-TT'CK, B rpynne BIXT aror nokasarens cocra-
sua 72,4% (21/29), p=0,082. Bpems nepexona na aran anno-TT'CK ue or-
Auvatocs B 0benx rpynnax u cocrasuio 1,3 mec. nporus 1 mec. B rpynmne
BJXT u neunrencusnoit tepanuu coorsercrsenHo, p=0,973. Menunana
nuurensaocty OB u BPB nocne anno-TI'CK craructuyeckun He otmua-
nach B obenx rpynnax u cocrasuna 21,41 mec. nporus 13,37 mec., p=0,749;
19,84 mec. nporus 19,6 mec., p=0,767, B rpynne BJIXT u neunrencusnoit

T€panunuu COOTBETCTBEHHO.



3axsmouenne. Pexxumbl, OCHOBaHHBIE Ha HEMHTEHCHBHOM TapreTHOMN
Tepanuy, AemoHCTpupyiotT coroctasumyto ¢ peskumamu BIIXT addextus-
HOCTB, FeMaTONOTMYECKYH0 TOKCMYHOCTD, MEHbLIYI0 YACTOTY PAa3BUTUS HHpeEK-
LIMOHHBIX OCJIOXHEHUI, I03BOJIsIs GOMIbLIEMY YHCITy TALIMEHTOB IEPEHTH Ha 9Tl

Mpunoxenne 1

anno-TI'CK B paBHbIE CPOKM C aHAJIOTMYHBIMY PE3YJIBTATAMU BBIXKMBAEMOCTI
B OCTTPAHCIIAHTALOHHOM [IEPHOJE. PexkMbl HEMHTEHCHBHOI Tepannu Mo-
YT SIBJISITBCS ONTUMAJIBHBIMU peskumamu opuask-repanuu k anno-TT'CK y na-
LIMEHTOB HeOIATONPUSATHOrO PUCKA, B T. 4. C MyTauusimu B rere FLI3.

Bunorpaposa O. lO.!, Mypsabekoea M. A.2, MankpawkuHa M. M.2, LUux6a6aesa [. U.2, Hesepora A. J1.3, YepHukos M. B.3,
Ko63es tO. H.2, Manaxo C. .2, MNonoea A. T4, Kocexkoea B. 1.2, EropsH J1. b.5, Kpeuetosa A. B.2, Mrywkun B. B.6

®AKTOPBI ITPOTHO3A PE3YJIBTATUBHOCTH TAPTETHOM TEPAITMY MUEJIODUEPO3A

'TBY3 «KB umern C.MN. borkmna A3M», IBY «<HMULL petckoit rematonoruu, oHkonorumn u ummyHonorun umenn Imntpus Porauesa» Munsgpasa Poccuu, FTBOY BIMO «PHUMY
H.W. Muporosa», 2Mockosckuit ropoackoit rematonorudeckuit ueHtp [BY3 «TKB umern C.IN. Botkuna A3M», *TBY3 «[Kb umenn C.IM. Botkuna 13M», “TEQY BMO «PHMMY H.W.
Muporosay, *Odransmonorndeckuii uentp [bY3 « Kb umern C.IN. botkuna [13M», °TBY3 «[KB umenu C.M. botkmnra A3M», PIBY «<HMWLL aetckoit rematonoruu, oHkonorum u
nmmyHonorin nmenn Imutpus Poravesa» Munsapasa Poccim, TBOY BIMO «PHUMY HM. Muporosay, DIEOY MO «Poccuiickas akanemms HenpepeiBHOrO NpodGeCcMOHANbHOMo
obpasosarms» Munuctepctea sappasooxpanerus Poceurickoin Pegepaumm, kadeapa rematonorum

Beepenue. Ha cerogns nokasarean obuiett u GecnporpeccuBHoi BbI-
sxusaemoct (OB u BBIT) npu muenopubpose (M®D) snauurenasto nuxe,
4yem npu GOJBLIMHCTBE APYrMX IeMaTOJOTMYeCKMX HOBOOOpasoBaHMIA.
Bonbuive Hanesx bl Bo3aaraioTcsi Ha NpUMeHEHUE TapreTHHIX Npenapa-
TOB C pa,3ﬂ]/l"lH])IM MEXaHN3MOM BO3}16]‘/JICTBV[Q, l‘[epBbIM nua3 KOTOPbIX craJ
pykcoauTuHub. [auTeabHblil ONBIT €ro MpUMeHEeHUs T03BOJISAET BBISIBUT
IpeABeCTHUKU PE3YIbTATUBHOCTU TEPAIUH.

Ieas paGoTsr. OueHuTsb BAUSHUE KIMHUKO-T€MATOTOIMYECKUX U MO-
JekynspHbix napamerpos Ha nokasarean OB u BBII npu nevenun pyxco-
AuTUHUGOM nepsuuHoro u sropuunoro M.

Marepuaasl u meroabl. Tepanuio pyKCOIUTHMHUOOM MOJLyuanu
206 Gonbubix ¢ MD B xponuveckoit paze, pesUCTEHTHBIX K TUAPOK-
cumouesune/unrepdeponam: 95 (46%) mysxuun u 111 (54%) >xenmun,
meaunana (ME) Bospacra 64 (18-84) ropa. Ilepsuunnit MO — y 1564
(75%) maunentos, nocrnonuuuremudeckuit — y 39 (19%), nocrrpom-
Gounremnueckuit — y 13 (6%). Me npopomxurensuoctu saboneBanus
no HasHauenus: pyxconutunuba — 75 (1 432) mec. Me gnureasnocrn
repanuu pykcoantuaubom — 24 (1-116) mec. o tepanun BeimoaHe-
HO KOMTIJIEKCHOe o0OcJjieloBaHMe, B T.4. TeHETUYeCKUe MCCIIeOBAHMS,
BKJIIOYasi CeKBEHUPOBaHMe HOBOTO mokoJeHus (Ha Ouomarepuase
106 Gonbubix, coxpanenHom B GuoGanke). Paccmarpusanoch Baus-
HHUe pasiUYHbIX NMapameTpoB, MepeuucjeHHbix B Tabnuue, na OB,
BBII. Ouenka noxasareseii BbI)KMBAEMOCTH NPOBOJUIACH METOLOM
Kannana — Maiiepa.

Peayabrarst u o6cyxaenune. OB or navana repanuu pyKcoauTHHU-
6om: k 1 rony — 87%, 2-netnsiss — 75%, 3-netnsist — 68%, 5-neruas —
53%; BBIT — 68, 56, 46 u 32% coorserctBenno. MakTopsl MporHoaa,
nocroBepHo Bamsiomme Ha mokasatrean OB wu BDBIl, npepcraBnenst
B Tabauue. Paznuums BHICOKOH AOCTOBEPHOCTH OTHENBHO AJSI MOKa3a-
Tesst 5-eTHel BBKMBaeMOCTH 0e3 pasBUTHS GJAaCTHOrO Kpusa MOJLyde-
Hbl Me>KAy rpynnamu Gonbubix ¢ mytauusmu JAK2 u MPL (p = 0,001),
JAK2 u TNS (p=0,002) u nnsa 5-netneil BbxUBaemMocT 6es nporpeccuu
dubposa — Mexay rpynmamu C TATOT€HHBIMU U A0OpPOKAYeCTBEHHBI-
mu (p=0,031); HeonpeneneHHbBIMU U AOOPOKAYECTBEHHBIMU MYTALUSIMU

(p=0,001).

3axmouenne. Vccnenosanue BoiaBuio GpakTophl, aCCOLUUPOBAHHbBIE
co camxenuem nokasaresneir OB u BBIT npu M® B ycioBusax raprernoit
Tepanuu pyKCOIUTUHUOOM.

Tabnuua. BrusHue KIMHUKO-NTABOPATOPHBIX M rEeHeTUYECKUX (AKTOPOB
Ha 5-netHue nokasarteny OB v BBl naunentos ¢ M®, nonyyatowmx pykconmTuHmo

MpusHak OB BB
Bospacr (<60 net u 260 ner), n=206 p<0,01 p<0,05
Mon (m, x), =206 - -
LnutensHocTs 3a6onesanms (<12 mec., 12- 60 mec., 260 mec.), n=206 - -
Creneb pucka no wkane DIPSS, n=206 p<0,05 p<0,05
Bapuant M (nepemyHbiit unm BTOPMYHbIA, NEPBUYHBI MAM MOCTNONNLMTEMUYECKHI p<0,05 -
unm nocnpomSoumeMwecmﬁ), n=206
Tepanus ruppokcukapbomuaom B aHamuese, n=206 - p<0,05
Tepanus untepdepoHom 8 aHamkese, =206 p<0,05 p<0,05
Hanuune cumntomos onyxonesoit uHTokcukauum, n=206 - -
Hanuume cnnenomeranuu, n=206 - -
Konuuectso neiikoumtos (2 unu <15x10°/n), n=206 p<0,05 p<0,05
Konunuecrso pomGountos (2 unn <100x10%/n), n=206 p<0,05 p<0,05+
Yposens Hb (2 unn < 100 r/n), n=206 p<0,05 p<0,05
Crenenb ¢pubposa (1-2, 3), n=206 p<0,05 p<0,05
BapuaHT kapuotMna (npumedaHie: Manas YUCIEHHOCTb B rpynne GonbHbIX C He- -= -
6Gnaronpusthbim kapuotunom), n=120
Bapuant apaiiseproit mytaumm (JAK2, CALR, MPL, TNS), n=206 p<0,05 p<0,05
AnnensHas Harpyska JAK2 npu HasHauennn pykconmuTuunba (250%, <50%), n=206 - -
AnnensHas Harpyska CALR npu HasHaueHum pykconutuimba (250%, <50%), n=206 p=0,01 -
MoautueHas auHamuka annensHow Harpysku JAK2 npu tepanuu pykconmtunmnbom p<0,05 p<0,05
(>20%, <20%), n=206
Hanuumne pononHutenbHbIX My TaLMiA Bblcog%rg pucka (cexsernposanue no Canrepy), p<0,05 p<0,05
n=
Tun AONOAHMTENBHBIX MyTAUMIA (NATOTEHHBIE, HEONPEAENeHHOro 3HaeHus, fobpoka- p<0,05 p<0,05+
yecteHHbie), =106
Konuyectso natorennbix mytaunii (1, 2 v 6onee), n=106 p<0,05 -
Hanuune natorentsix mytaumit SETBPT, n=106 p=0,00001 | p=0,003
Hanuune natorenusix mytaumin ASXLT, n=106 p=0,002 -

MpumMeuaHue: «-» — OTCYTCTBUE KOPPENALNA.

Bunorpaposa O. 1O.", Mankpawknrna M. M.2, Myxa J1. A.%2, Heseposa A. J1.3, YepHukoe M. B.3, LLux6abaesa f. N.2, Mrywkun B. B.#

JOJTOCPOYHBIE PE3YJILTATHl OTMEHBI ATOHMICTOB TPOMBOIIO9TUHOBBIX PELIEIITOPOB ITPM ITIEPBUYHOM MMMYHHOM
TPOMBOLIMTONEHNH, PESUCTEHTHOM K CTAHJIAPTHOMY JIEUEHUIO

'TBY3 «KB umenn C.MN. botkmna A3M», DIEY «<HMULL petckoit remaTonoruu, oHkonorumn u ummyHonorun umenn Imutpus Porauesa» Munsapasa Poccuu, FTEOY BIMO «PHUMY
H.W. Muporosa», 2Mockoeckuii ropoackoit rematonoruyeckuii uentp [BY3 «TKB umern C.I. botkuna A3M», 3STBY3 «[KB umenn C.M. Botkuna [13M», FBY3 «TKB umenn C.I1. botku-
Ha [13M», PIBY «HMULL petckolt rematonoruu, oHkonorun n nmmyHonormn umenn Omutpus Porauesa» Munaapasa Poccuu, FBOY BMO «PHUMY H M. Muporosa», TEOYANO
«Poccuiickas akanemns HenpepuisHoro npodeccronansioro obpasosarns Munnctepctea agpasooxparenus Poceurickoit Pegepaunn», kadenpa rematonormu

Bsenenune. Haubosee nepcnekTuBHbIM HanmpaBJieHUeM JedeHUs ep-
BuuHoit ummyHnuoit tTpombounrtonenun (MTII) na ceropust cumraercs
IpUMeHeHMe arOHUCTOB TpombonoaTuHossix penentopos (aTTIOp), koro-
pble MOSBOJSIIOT AOCTUTHYTh BBICOKOTO YPOBHSI TPOMOOLIUTAPHOrO OTBETA
(TO) u coxpanuTs ero y 60IbLIMHCTBA NALMEHTOB, B PS/E CLyYaeB AasKe
[P yCJIOBMU OTMEHBI JIEKAPCTBEHHOMN Tepanuu.

Iens paGorsr. Vccneposars Bosmosknocts coxpanenus TO nocie ot-
menst alTIOp y naumentos ¢ nepsuunoit UTIIL

Marepuanbt 1 meropsl. B ananus sxmounnu 116 Gonbubix (27
(23%) myoxunn u 89 (77%) >xenwun) ¢ nepsuunoit ITII pesucrentroix

K craHgapTHod rtepanuu, mocturmux npu Jeuenuun alllOp nonnoro
tpombouurapuaoro orsera (TO). Meauana Bospacta 6oJAbHBIX NpPU Ha-
suauennn alTIOp cocrasuna 60 (13-87) ner. Yucno naumentos B ocTpoit
daze — 25 (21%), B nepcucrupyromeit — 17 (156%), B xponuueckoii — 74
(64%). Ilpumensinucey asa aronucra alTlIOp — pomunaocrum (82 naum-
enTa) u anrpombonar (34 naunenTa), HazHaueHHbIE CAyYaHHBIM 06pazoMm.
Menuana npopomxurensaoctu npumenenus al POp — 32 (1-524) nepe-
au past pomunioctuma u 48 (3—312) nenens ans anrpombonara.
Peayabrarer u o6cyxpenne. Mennana paurensnoctu TO mocre
ormensl alTIOp cocrasuna 230 (12-499) nepens (maxcumym 9,5 rona),
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K MOMEHTY aHaJM3a AaHHBIX OH coxpansics y 59% 6oabubix (60% npu ot-
mene pomurtoctuma u 59% — sarpombonara) (puc. 1). ITpomesxkyrounas
ouenka crabunbnoctu TO nposoaunace B 3, 6, 12, 24 u 30 mecsues neue-
nus, TO cocrasun coorsercreento 99, 94, 83, 72 u 70%. Jocrosepubix
pasnuuuil B mokasartese BbDKMBaeMocTH 6e3 morepu TO mocse ormens
aTTIOp, y 60abHbBIX paHee NOdyYaBIIMX POMUIJIOCTUM UM daTpombonar,
He Gbu10 BhIsiBIIeHO. [lokasarens Boixusaemoctu 6e3 morepu TO mocro-
BepHo koppennposau (p=0,011) c koamuecTBOM TMHMIA TpeAIIECTBY IOLIEH
repanuu (puc. 2). Takxue dakropsl, Kak BospacT nanuenTos, GakT cre-
HOKTOMMHU B aHamHese, anuTeabHocts Tepanuu al [1O0p, Bpems pocruske-
uus passoro yposas TO na repanuio aTTIOp, ero npogosmxurensHocTs,

YPOBEHb TPOMOOLMTOB NpPU OTMEHe JIeYeHMs, He UMeJIU AOCTOBEPHOIO
snauenust. [locne norepu TO 31 (27%) GonbHOMYy MOBTOpPHO HasHAYMIM
aTTIOp, yaanocs Buosb goctnus TO B 26 (84%) cnyuasx. Tpunaguatu
HaLMeHTaM C BOCCTAHOBJIEHHBIM cTabuiabubim nonusim TO nosropho oT-
menunnu aTTIOp (9 — pomunaocrum, 4 — aarpombonar). TO coxpanuacs
vy 7 (61%) Goabubix, ua Hux B 6 (46%) coyuasax noaHsii, Meauana HabJ0-
nenus cocrasuaa 124 (9-283) nenenu.

3akmouenne. [lokasaHa BO3MO>KHOCTb [JIMTENBHOTO COXPAHEHMS
TO npu otmene aTTlOp y 6oabubix UTII ¢ nonnbim TO, uro nossoss-
eT paccmarpusath ucrosnssosanue alI1Op kax copemennyio, Haubosee
nepcnekTuBHy0 Tepanuio nepsuyuHoit VITII.

Bnacoea 0. |O.", Moposoea E. B.!, lomana E. 2, Yutanaea T. B.2, Anekceesa lO. A.2, Bonkoe H. .}, Pypakosa T. A, Lsupko K. C.',
Muauna T.J1.!, Bapxatos 3. M.!, Moucees U. C.!, Motopun [. B.3, Kynarun A. [,

MOCTTPAHCIIAHTAIIMIOHHBI ACLIMMUHME 11 JEYEHUSA MOJEKYJISPHBIX PELIUAMBOB I MUHUMAJIBHOM OCTATOYHOM
BOJIE3HM Y ITAIIUEHTOB C XPOHUYECKUM MUEJOJIENKO30M

"HW OOMT um. PM. Top6auesoi, MCIEMMY um. .M. Maenoea, 2HaunoHansHeIi meanumHckmii nccneposatensckuit uentp umenn B.A. Anmaszosa, *@IBY PocHUTT OMBA Poccuu

Beepenne. uruburoper tuposunkunaser (MTK) ucnonssyrorcs
[J1s1 edeHust mosekyaspabix peuuausos (MP) nocse annorennoii tpanc-
IIaHTAUUKU remonoaTndeckux crBooBbix kietok (awmo-TT'CK) y na-
nueHToB ¢ xponndeckum muenoneiikozom (XMJI). UTK rakke moskno
Ha3HAYATH B Ka4eCTBe MPOPUIAKTUKHU MOCTTPAHCIIAHTAIIMOHHOTO Peru-
AuBay nanuenTos ¢ Bbicokum puckom X MJI. Cpoxu nasnauenus u eibop
NTK ne ycranosnenst. Acuumunu6 (ACL]) — nosblit npenapar us kaacca
STAMP unruburopos BCR::ABL. Bnaronaps Gnaronpuariomy npogu-
o Toxenanoctu ACLL siBastieTcs TepaneBTHUeCcKON ONLMER y IALMEHTOB
nocute anno-TT'CK u noreHnmanbHo Mo3BosseT OTKIAABIBAT IPOBEAEHME
undysun ponopeknx mumeounros (Fiona Fernando u ap., 2023).

Iens paborsr. [IpeacTraBuTs npomeskyTOUHbIE pe3y IbTAThI HPUMEHE-
uus ACLL B nocrrpancnianranmonsom nepuope aus asedenns MP u mu-
HUMaJbHOM ocTaTounoi 6oaesnu (MOB).

Puc.
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Marepuannt u meronsl. [Ipoananusuposansl gannsle 14 nanmenTos
¢ XMJI, koropsie noayuanu ACL] nocae anno-TI'CK pns nevenns MP
u MOBD B nepuog ¢ CeHTS{6P$I 2021 r. no siuBapp 2023 r. B pamkax mnpo-
rpammbl MAP (Hosapruc). Mcxonusie xapakrepuctukm: mysxuunnst 7 1%;
Menuana (Je) sospacra 40 ner (28-58); Ilpomomxurensrocts XMJI
no anno-TI'CK 992 nua (383-3678); 6 (42%) mauueHToB HaXOAMIUCH
B xpouuueckoit dpaze 1 (XDI), 3 (21%) u 5 (37%) — B dase axcenepanuu
(DA) u 6aacruoro kpusa (BK) coorsercrsenno. ¥ 8 (67%) nauumenros
BoisBaensl myrtauun BCR:ABLI, vz nux y 4 (60%) — myraumua T3151.
4 nauwmenra (33%) uMmenu AONOJHMTENbHbIE XPOMOCOMHbBIE AHOMAJHUHU.
o anno-TT'CK 12 naunenros (85%) nosyunnn 23 munuit UTK, 4 nanu-
enta (33%) B anamHese nouy4vasau repanuio noHarunu6om. Cratye XMJI
1o anno-TT'CK: XMD1 (r=6), XD3 (n=5) u BKI1 (n=1). ¥ Bcex manuenTos
MCIIOJIb30BAJICS PEXKUM KOHAMLMOHUPOBAHUS CO CHUYKEHHON MHTEHCHB-

HocTbio 103. ¥ 6 nanuentos (42%) anno-TT'CK nposenena
OT rarJIoNIeHTUYHOTO JIOHOPA.

Peaynbrarer u o6cyxaenune. Tepamus ACL nposonu-
aace no nosogy MOB u MP y 8 u 6 naumnenros coorser-
creenno. Me yposusa BCR:ABLI 0,116% (0,003-53%). ¥ 8
(567%) craprosas nosa ACLI cocraBuna 80 mr B cytky, Torga
kaky 6 (42%) — 40 mr B cyTKM, AeaCKATALNS AO3BI BBIIIOJIHE-
Ha B CBA3U ¢ runodyHKIMeli TPAHCTIAHTATA B PAHHEM MOCT-
TpaHCIJIaHTaLMOHHOM Hepuoge. Me Bpemenu HasHadenuns
ACII cocrasuna 93 pens (+30...+44270). Toabkoy 1 nauuen-
ta (8%) saperucrpuposano H (rpombouunronenus 4 cr.).
Fny6okuii monexynspusiii orser (MO) mocturnyr y 12 na-
nuentos ¢ Me 71 pens (30-564). ¥ 1 nauumenra gocturunyr
MO 2 log u y l-nmporpeccus zabonesanus. ¥ 2 GoabHbIX
ormeueno passutue oPTIIX neuenu 2 cr., He norpebosas-
IIee KOpPeKLUK 6a3uCHON UMMYHOCYIPECCUBHON Tepanuy
(UCT), B 2 cnyuasx — oPTIIX xkuweunuka 3 cr., norpe-
GoBaBIIas TepaNUU NIIOKOKOPTUKOCTEPOMAAMHU U PYKCOIH-
TMHUOOM UM PaspelInBIIAsCS K MOMEHTY NPOBEICHUs aHa-
nmsa. ¥ 1 manmenra nocse rammonaentuyaHoi asno-1 1 CK



passutue oPTIIX xumeunuxa 4 cr. na done panneit nesckananuu 6asuc-
noit VICT. ITpu Me na6monenus nocue anno-TT'CK 495 nueit 11 (79%) na-
1MeHTOB >kuBbl. [Ipuunnamu cmeptu 3 GOIBHBIX CTA/IM HPOrPECCHPOBAHUE

XMIJI (n=2), oPTIIX kuweunuxa 4 cr. (2=1) (puc.).

Mpunoxenne 1

3axmouenmue. [Iposenenue repannn ACLL y nauunenros c MP u MOb
XMJI B mocrTpaHCNIaHTALMOHHOM MEPHOAE AEMOHCTPUPYET Q(btbelc-
tusHocThb. Puck passurtus PTIIX tpebGyer nanbueiimeil ouenku B 6osee
KPYTHBIX KOTOPTaX.

la6eesa H.T.!, Bupepman b. B.!, Koponeea [I. A.!, Bagmaxanosa [. C.!, CmonbsHuHosa A. K., LLleuosa O. O.!, Tatapuukosa C. A,
Yabaesa tO. A, Kynukoe C. M., Tanctan I. M.!, Kononns H. E.2, Boronio6oea-KysHeuosa A. B.!, O6yxoea T. H.!, Koepuruna A. M.,
Cyaapukos A. B.!, 3sonkos E. E.

VHTEHCHUBHAS TEPAITS ATPECCHBHBIX B-KJIETOUHBIX JTUM®OM (ABJI) C MYTAIIMEN B TEHE TP53

'®OrBY «HMULL rematonormns Munsapasa Poceun, 2I'Y «Pecnybnmkarckuit HILL onkonoruun u meamnumnckoi paguonorm nm. H.H. Anexcangposa»

Beenenne. Myraumn B reme TP53 (mutTP53) npu ABJI Bbias-
astoress B 20-36% u npuBOAAT K HAPYLIEHUIO DPErYJSLIMM AITOINTO3a,
xumuopesucrenTHoctu u nporpeccun omyxosnu (D. Landsburg, 2021)
PerpocnexTuBHble MCCIe0BAHUS HATMISIAHO J€MOHCTPUPYIOT HEyHOBJIe-
TBOpUTEJbHbIE pesysbTaTbl npu npumenenuu cranpaprueix (R-CHOP/
CHOPlike) nporpamm tepanuu. Ilokaszatenu obueit (OB) u Geccobsr-
tuiinoit Bepkusaemoctu (BCB) B rpynne mutTP53 nocrosepno nHixe
no cpasHeHMIo ¢ rpynnoit 6es myranuu (wtTP53) (p< 0,001), a meauana
BCB cocrasaser 9 mec. (T. Zenz, 2017) [daunble o BAMAHUM HA HPOrHO3
mutTP53 y 6-x ABJI npu npumenennn unrencusnoit XT enmuHuunb
Y IPOTMBOPEYMBLI N3-3a Te€TEPOreHHOCTH aHAIN3UPY€EMbIX IPYIII U BULOB
Tepanuu.

Iens pa6orer. Ouenuts uwactory suissienust mutlP35 u abdex-
tusHocts nporpammbl R-mNHL-BFM-90 B rtepanum 6Gonsusix ABJI
c mutTP55.

Marepuans: u meropst. C 2015 o 2023 r. B nccneoBaHme BKIIOYEHBI
119 6-x ABJI: ABKKJI-55, HGL-2, DHL/THLI13, JIB-11, [IMJI-21, T1BJI-
3, ®JI3A/B-14. Menuana Bospacra — 44 (18-88) roma; M/2K=62/57; 1PI
>2 y 66 (56%); nopaskenne xocrHoro mosra y 10 (8%); muosxxecTBenHbIe
axcrpanopansusie ouarn y 40 (33%). ccnenosanue myrauuii 8 rene 7P55
nposoauau merogom BIIC (BbicokonpoussoguTenbHoe ceKBeHUPOBAHUE)
nnu metosom cexkBenuposanus no Conrepy.

Peayabrarst u o6cyxaenne. Vs 119 6-x ABJT y 29 (24%) Boissaena
mutTP55. Nz wux [IBKKJI 14 (25%), HGL 1 (60%), DHL/THL 2 (15%),
JIb 6 (565%), TIMJI 4 (19%), IIBJI 1 (33%), ®JI3A/B 1 (7%) cayuaes
(rabs. 1). B rpynne 6-x ¢ mutTP55 npu cpasuenuu ¢ wiTP55 yaue orme-
qanuce ciaydan ¢ [PI>2 (656% nporus 52%) u ¢ JIAT >N (80% nporus
75%). Henenns 17-it xpomocomer (dell7) srisinena 8 9 (23%) us 39 mpo-
ananusupoBanubix caydaes. B 8 uz 9 (89%) cnyuaes dell7 coueranacs
c mutTP55 (dell7+/mutTP55+) (tabn. 2). B rpynne wi1P55 Toavko y 1 6-ro
obuapy:xena dell7pl3. Us 29 6-x ¢ mutTP55 repanuro R-mNHL-BFM-90
noayunnu 24 (83%), us uux 11 (46%) B koMbUHALMM ¢ TapreTHBIMU Hpe-
naparamu. Y 11 (37%) passunuco peunpus/nporpeccus (P/IT). Vs unx
B peayabrare nocuenywowmeii tepanuu [P pocrurnyra y 4 (CAR-T-2,
anno-TT'CK-1, BCMA-1), UP y 1 (CAR-T); crabunusauus y 2 (nannu-
atusHas tepanus); cmeptb ot 113-4. Ua 90 6-x ¢ wilP55
repanuio R-mNHL-BFM-90 nonyunnu 83 (92%), ns nux
42 (61%) B xomMbOuHALMU C TAPreTHBIMM IpPENapaTaMU.
¥ 11 (12%) passunucs P/I1. U uux IIP nocturnyra y 5
(CAR-T — 2, ayro-TT'CK-1, IIXT — 2); UP y 3 (IIXT); 3
norubau ot [13. [lpu mepnane nabmopenns 24 (2-68) mec.
3-nerusis OB cocrasuna 81% B rpynne ¢ mutTP55 nporus
95% B rpynmne c wtTP55 (p = 0,0242); 3-nerusa BCB 59%
npotus 86% (p=0,0004) (puc.).

3akarouenne. B cpaBHeHNM ¢ ncTOprvecKnM KOHTPO-

JeM YAaJoCh YIy4YIIHUTb Pe3y/bTaTbl JiedeHUs OOIbHBIX
ABJI ¢ mutTP55 B pesynbsrate unTeHcUpUKALUN Tepanun
no nporpamme RmNHL-BFM-90. Ilpuuuna ne scua.
Boamo)xHO, B peaysibTaTe MUTOTHYECKOH KaTacTpodsl
(M. Castedo, 2004), bisBannoii unrencusnoit X1, mpouc-
XOAAT HeoOpaTUMble W3MEHEHUsl, KOTOpble MO3BOJSIOT

Puc.

B psiie ClydaeB npeoposierb 1P55-0onocpeoBaHHYI0 XMMHOPE3UCTEHT-
HocTb. st BhIieIeH NS TPy TIIBI € KpaiiHe HEGIArONPUATHBIM MPOrHO30M
Bcem 6osbabIM ¢ ABJI He0OxOMMMO onpenenenue mutlP55 v TiarenbHbIR
aHaJIM3 CIeKTpa MyTaluii Ha Gonblueil Beibopke 6oabHbix. Onpenenenne
[MOKAB3aHMM U TaMUHra 1Jsi mHTeHCuBHOM X1 B KOoMOMHAmmu cospe-
mennoi kaerounoii repanueit (CAR-T, BCMA, anno-TT'CK) onpenensior
yCIeX B JIe4eHUU 9TOI IPY bl GOJIbHbIX.
Tabanua 1. Xapaktepuctuka 119 6onbHbix ABJT

XapakTepucTuku scero (n, %) mutTP53+ (n, %) wiTP53 (n, %)
ABJl 19 29 (24%) 90 (76%)
Meauana sospacta, net 44 47 (18-72) 45 (20-88)
IPI>2 66 (56%) 19(65%) 47 (52%)
nar>N 91 (76%) 23 (80%) 68 (75%)
peneuns 17p.13 9(23%) 8/11 (73%) 1/28 (4%)
KOMMIEKCHBIF KAPUOTHUN 9/78 (11%) 5/20 (25%) 4/58 (7%)
TMcTonornyeckmit Bapuant
JBKKN 55 14 (25%) 41 (75%)
GCB 22 3 (14%) 19 (86%)
non-GCB 33 11 (33%) 22 (67%)
HGL 2 1(50%) 1(50%)
DHL/THL 13 2(15%) 11(85%)
BN 11 6(55%) 5(45%)
nMn 21 4(19%) 17 (81%)
N6 3 1(33%) 2 (67%)
©n 38 14 1(7%) 13(93%)
Tepanus
R-mNHL-BFM-90+/-X* 107 (90%) 24 (83%) 83 (92%)
R-CHOP/R-EPOCH 6 1 5
R-EPOCH/R-HMA 1 1 1
Pola-R-CHP 1 3 1
SMART-START 4

X* — B KOMGMHOLMM C TAPreTHbIMM NPENapaTamm.

Tabnumua 2. Yacrota seiseneus del17 e saemucumoctn ot mutTP53

del17+/- n=39
mutTP53 + n=11

del17+ 8 (73%)

del17- 3(27%)
mufTP53 - n=28

del17+ 1(4%)

del17- 27 (96%)
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Munasutamnoea E. A., Menuksan A. J1., Cy6opueea U. H., Konoweinnosa T. M., Jlykuna E. A., Mouceesa T. H., KoxHo A. B., LLlatoxuHa E. A,,
Oeupeik B. H., Kospuruna A.M., Cyaapukoe A. b.

KIIMHUKO-MOP®OJOTMYECKME OCOBEHHOCT BAPUAHTOB CUCTEMHOI'O MACTOILIMTO3A
DreY «<HMULL rematonorums Munsgpasa Poccunu

Beenenne. Cucremuniit macrouuros (CM) — penkoe remarosnoru-
yeckoe 3abosieBaHMe M3 TpPynnbl Muesouanbix Heonsasuit. CornacHo
kaaccudpukanuun BO3 2022 r. CM noapasnessiior Ha BADUAHTBI C U30-
JIMPOBAHHBIM IHOpa)€HUEM KOCTHOro mosra, muposentusii (MCM),
tnetomuit (TCM), arpeccusnsiit cucremuprit macronuros (ACM),
tyaHokaerounsri aeikos (TKJI) u cucremupiit macronuTos ¢ acconn-
UPOBAaHHBIM remaTosorundeckum Hosoobpasosanuem (CM-AI'H). Bcee
yKasaHHble BAPMAHTBI MacTOLUTO3a 0ObeAUHseT Ype3MepHas NPOJIHU-
depanus u Hakonenue kaoHaabHbIX TyuHbix kiaetok (TK) B ogHom
WJIM HECKOJBKMX OpraHax, MoMumo koku. Axtusuposanusie TK BbI-
AeJSI0T MeAMaTOPbl, CPEAU KOTOPBIX YPOBEHb TPUIITa3bl MMEET AMa-
FHOCTHYECKOe 3HadyeHMe. [laTorenes 3aboIeBaHUs CBSI3aH C BOBHUKHO-
BeHMEM COMATUYECKMX MyTALMH B F€HAX, YIACTBYOIIMX B PErY/IsSLAN
aktuBaumnu TK, uame Bcero BeisBaserca myrauus D816V rena C-KIT.
Bonbusie CM umetor nosbimennstii puck anadunakcuu. Teuenune 3a-
GosleBaHUSI UM NPOrHO3 BAPbUPYIOT OT MHOLOJIETHErO0 WMHMIOJEHTHOrO
no 6eicrponporpeccupyromux ACM, CMAT'H, TKIJI, rak nasbiBaemo-
ro pacnpocrpanennoro CM.

Iens pa6orsr. Onucats 4acTOTY BCTPEYaEMOCTH U KIWHUKO-MOpPgo-
JIOrMYecKre 0COBGEHHOCTH Pa3IUYHbIX BAPUAHTOB CUCTEMHOTO MAaCTOLU-
TO3a.

Marepuanbt 1 metoapl. [IpoBesen perpocnekTHBHBIN aHanM3 AaH-
HBIX MALUEHTOB C MacTouuTosamy, Habmonasmumucs 8 DI'BY HMUILL
remarosnorun M3 P® ¢ 2013 no 2023 r. B coorsercrBun xpurepusm BO3

AMArHo3 CUCTEMHOrO MacTouuTosa Obl1 ycranosien 102 manumenram.

Cootnoutenue myskaunbr: sxenwuunt 1: 1,3 (44:58), nuanason sospacra
21-80 seT Ha MOMEHT yCTaHOBJIEHHS AMATHO3A.

Peayasratst u obcyxpenue. Cpenn 102 Gonbubix CM unposnent-
Hbl BapuaHT auarHocruposaH y 51 (60%) nauwmenra, nsonmposanHOe
HopakeHue KOCTHOro moara 6bu1o BoissieHo B 4 (4%) cayuyasx, Tieomunit
sapuant — 12 (11,7%), arpeccusnsiit CM — 18 (17,6%), CM-AT'H — 14
(13,7%), Tyunoxaerounsiit neiikos — 3 (3,0%) naumenra. Ciyuan pac-
npocrpaneHHoro macrouurosa coctasunu 34,0% wnabmopenuit. Yacrora
HOPa’KeHUsI KOXKM yMEHBIIAIACh [0 MEpe HAPACTAHUsI arPECCUBHOCTHU Ba-
puanta CM: unponentusiit CM B 95% cayuaes, nerommit CM — 58,3%,
CM-AI'3 — 32%, arpeccusnbiiit CM — 25%. Cnyuan anadunakcuu Bbi-
sBuieHsl y 75% GOJIBHBIX KOCTHOMOBIOBOM (bopMOf/’I CM, npu unponeHTHOM
CM — 28%, tneromuem CM — 30%, B 1 ciyuae TyuHOK/IETOUHOTO JeHi-
ko3a. Hopmanbubiit yposenb Tpunrasst otmeder y 8,3% GosnbHbIX, Bbllie
200 mxr/n B 12% nabmonenuii. Cpeau obcnenosannbix mytanus D816V
B rere C-KIT ne BrisiBnena B 32%, nososkurensusiii peayssrary 68% 6ob-
upix CM. V¥ Bcex manuenTos, HesaBucumo OT craryca myrauuu D86V
B rere C-KIT BrisiBeHO mopaskeHre KOCTHOTO MOSTa MPH MMCTOJIOTMYECKOM
MCCIIe0BAHUM TPENaHOOUONCUM B BUAE ATMIMYHON TyUHOKJIETOUHON MH-
duabTpanuy, 4To sBAsIeTCS MIaBHBIM KpUuTepuem auarnoctuxu CM.

3axiaouenne. CucTeMHBI MacTOLMTO3 — TeTEPOreHHast TpyIIIa
TYYHOKJIETOYHbIX HOBOODOpa3oBaHWil C PasHOOOPasHON KJIMHUYECKOM
KapTHHOM, Bapuabenbubim Tedenuem. OTCYTCTBHE KOKHOTO MOpaskeHHe
He MCKJII0YaeT AUarHoa cucremHoro macrouurosa. Ciyuau pacnpocrcpa-
mennoro CM cocrasunn 34% nabaromeHnit.

Mmatauuosa I. P, Qanunosa O. E., ODaebigkun K. J1.

JTABOPATOPHO-MHCTPYMEHTAJIBHBIE MAPKEPEI KAPTVMOBACKYJISPHOY TOKCUYHOCTU: HAMBOJIEE 9O®EKTABHAS
KOMBMHAIMA Y BOJbHBIX C UHAOJEHTHBIMY HEXOXKKMHCKUMU TUMOOMAMU

®IreOY BO «Knnuuku CamlMY»

Beepenme. OpHum M3 pacnpoCTpaHEHHBIX OHKOIE€MATOJIOIMYECKUX
3aboneBaHuil NpuHATO cuuTaTh HexopkkuHckue aumdomb (HXJT),
KOTOpBIE Ppas3fessliOT Ha WMHIOJEHTHble M arpeccusHble. Hecmorps
Ha 1o uto unaosentrole HXJI moryT He TpeboBars Hemen/IeHHOI Tepanuy,
3aboJieBaHUe HepeKO GECKOHTPOIBHO PELUAMBUPYET, BEIHY K /Aash AOKTO-
POB HMCIIOJIL30BATD CJEAYIOLLYI0 IMHUIO Tepanuu. [Ipumenerue Gonbuoro
KOJIMYECTBA XMMHUOTEPANEBTUIECKHUX Ar€HTOB YaCTO BBI3BIBAET OCJIOMKHE-
HUS$I, CPeAM KOTOPBIX CaMO€ PACHpPOCTPAHEHHOE — KaPAUOTOKCHYHOCTD

(KT).

Puc. usaitH nccneposanuns naumeHTos ¢ uHgoneHTHbimm HXJT
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Ieas paborsl. Boiseurs Haubonee adpdextnsnyo kombunauumo aa-
6opartopHo-nHcTpyMeHTaAbHbIX Mapkepos panHeil KT y GonbHbix ¢ uH-
noserntaeimu HXJL.

Marepuannt u meroabt. Ha 6ase ®I'BOY BO Kuunuk «CamI'MY»
M3 P® npocnexrusHo 6bu10 orobpano 59 nauneHToB ¢ AMArHO30M MH-
nonentHass HXJI, koropsim mokasana mNpoTHBOOILYyXOJIeBasi UMMy HOXH-
muorepanus. VccnenoBanue siBiaseTCs 4aCcThi0 pe3ysIbTaTOB MPOBEAECHUS
KJIMHUYECKOi anpobauuu, ofobpennoii k peanusauuu M3 PD or 2022
rona. [TanueHTs! GbIIM COMOCTABMMbI IO OCHOBHBIM TAPAMETPAM, UTO 1103-

BOJMJIO OOBEKTUBHO OLEHUTb MOJyYEHHBIE Pe3yJIbTATbI.
Ananus GonbHBIX TIPOBOAMJICS B TPM 3Tamla: [0 JedeHMUs,
nocsie 3 u 6 kypcos Tepanuu. Bee naunentsr 6vutn nope-
JIeHBI: y OCHOBHOIA IPyHIIbl OBUIM KOMILIEKCHO NPOAHAJM-
3UpOBaHbl 1abOPATOPHbIE U UHCTPYMEHTAJIbHbIE MAPKEPbI
KT, xourponsHoii — nposenena ouenxa nurepsaia QTc
u OB JI)K, npumeHsemble B pyTHHHOI KJIMHHYECKOM
IPaKTHUKE.

Peayanbrarel u oGcyskaenne. Ha crapre @B JIDK
Y MalMeHTOB OCHOBHOW M KOHTPOJIBHOM I'PYIIbI COCTABU-
na 57,3+2,1 n 54,0:2,79% coorsercrsenno, I1J] JIDK —
20,4+0,11% B ocuosnoit rpynne, unrepsan QTc — 374151
u 312:47 mcex., HYII — 75+8,1 nr/ma, tpononun T —
14,2+2,2 ur/n, 4TO COOTBETCTBOBAJIO KPUTEPUIM abCOIOT-
Hoit Hopmbl. Ha Bropom Busure nocie 3 kypcos nposeaeH-
noit repanuu OB JIXK u IT/] JIXK y 06eux rpynn 6onbabx
3axoHOMepHO cHuKaauch, unrepsan QTec u yposens
HVYII — yBeanunsanucs, a rpononnn T He remoHCcTpUpoO-
BaJl 3HAYMMbIX U3MEHEHUH HU B ofHy cTopoHy. [Ipu aTom
crarucTuuecku sHauuMbim napamerpom 6ewna T JIK (rre
£<0,05). B To sxe Bpemsa, 4 (13%) nauuenra ocHosHOM u 3
(10,3%) nanuenTa KOHTPOJIbHOM IPy bl UMEIN KIMHUYE-
ckue npossiaenus KT. TTocne 6 kypcos nporusoomnyxoie-

soit repanuu OB JIXK cocrasuna 46,0+2,1% u 45,4+1,97%



(rme p<0,05), TT1 JIDK — 14,120,32% (rme p<0,05), QTe — 39144 mcex.
n 36451 mcex (roe p=0,31 u p=0,48), HYTI — 231+16,6 nr/ma (rae p<0,05),
rpomonun T — 13,92:1,9 ur/n (rme p=0,87). Ilo oxonuanuio nccrenosa-
Hus 13 manmentos (22%) us Bcex BraoueHHBbIX umenn npossiaerns KT.
Pesiomupys nosnyuenubie fanHble, OTMEYEHO, YTO HAUGOBUIYIO AMATHO-
cruyeckyo nennocts npencrasaser [1[1 JIDK. Menee uyBcrBuTensHbiMu
mapkepamu okasanucs uamenenuss OB JIDK u yposusa HYTIIL. Bonbmmit
MPOLEHT BBISBJIEHNS KAPJUOTOKCMYHOCTH 3aPETUCTPUPOBAH B OCHOBHOM
rpynne (26%) no cpasHenuto ¢ kourponsuoit (17%) BBUAY npumeHeHUs
IIMPOKOTO CIEKTPA AMATHOCTUIECKUX METOMOB.

Mpunoxenne 1

3axmouenne. Hanbonee apdextrunnoit kombunanueii mapkepos pan-
Hell KapAMOBaCKyJSIPHON TOKCHYHOCTH y NAlMEHTOB C WH/OJEHTHBIMU
HXJI moxno cunrars ognomomentabri anaans OB JIXK ¢ TT/1 JIXK u xon-
nenrpanuu HYI1 nepudepuueckoit senosnoit kposu. CsoeBpemenHnoe
BbISIBJIEHUME KaPANOTOKCUYHOCTH MIOMOJKET Y1y 4LIMTh KJII04eBble 10Ka3a-
Tean 9 PeKTUBHOCTH HALIMOHABHBIX CILy>k6 3ApaBoOXpaHeH U .

Coxpawenus: OKI' — anexrpokapauorpaduueckoe uccienosanue,
TTO — rpaHcTOpakasbHOe O9XOKapAMOTPadUUECKOoe MCCAefOBAHME,
HVII — narpuityperuueckuii nentus, hs-Tn — BbicOKOUyBCTBUTENbHBIE
TPONOHMHBL.

Tabnuua. Pesynbtatsl aHanu3a NabopaTOpHBIX M MHCTPYMEHTASIbHLIX MOPKEPOB KAPAUOBACKYISPHOM TOKCUHHOCTH

Vi V2 V3
Buaut / Mapamerp o P o P [ o/ o P R o/l
®BITX, %, M (SD) 57,25(2,1) 54,0(2,79) 54,2(1,7) 51,9(1,31) 0,13/ 0,08 46,0(2,1) 45,4(1,97) <0,05/<0,05
NO X, %, M (SD) 20,4 (0,11) - 151(0,17) - <0,05 14,1 (0,32) - <0,05
QTc, mcek, M (SD) 374 (51) 312 (47) 381 (16) 320(21) 0,48/0,52 391 (44) 364 (51) 0,31/0,49
hs-TnT, wr/n, M (SD) 14,2 (2,2) - 14,1(2,4) - 0,91 13,92(1,9) - 0,87
HYM, nr/mn, M (SD) 75(8,1) - 81(6,13) - 0,23 231(16,6) - <0,05

TprMedaHMe: KONMYECTBEHHbIE NPU3HAKM NPEACTABAGHDI B BUAE CPEAHErO 3HAYEHUS M CTaHAAPTHOTO oTknoHeHns M (SD), X2 — kputepuit cornacus MUPCOHa; p — ypoBEHb 3HAYUMOCTM NPU CPABHEHUM NPUIHAKOB.
Coxpatenns: BN — dpakuns Buibpoca nesoro xenypouka, M JIX — npogonsHas aepopmaums nesoro xenyaouka, Qlc — koppuruposanHsii uktepsan QT, hs-TnT — sricokouyecTauTensHbit Tponokun T, HYTT — HatpuitypeTuyeckmit nentua.

lono6okos A. B., 3opetko B. |O., Monsuckas T. lO., Kapnos E. E., Muwun I. B.,, Camnues M. C., Cagsikoea H. B., Metposckuin . 1O,
Koponesa A. A, Kum A. |O., Paxaesa M. Y.

METO/{bI PEB3MOHHOTO 9H/IOIMPOTE3UPOBAHN ¥V IIALIIMEHTOB C TEMO®UINYECKOM APTPOIIATUEN
PreyY «(HMULL rematonorum» Munsgpasa Poccum

Beenenne. B cBssu ¢ poctom uncia 9sHAONPOTE3UPOBAHUIN CYCTABOB
Y NauMeHToB ¢ reMoUIMYECKONH apTpoNaTHeil, HEYKJIOHHO OTMeYaeTcs
M POCT KOJMYECTBA PEBUSMOHHBIX 9HAONPOTESUPOBAHMI KOJEHHOTO 1 Ta-
300e/{peHHOro cycTaBa.

Iens paGorsl. Onpepenuts oNTHMAJIbHbIE METOAbl PEBU3UOHHOIO
9HJONPOTE3NPOBAHU S, KOTOPbIE MPUMEHSIOTCS PU PA3JINIHBIX TPUIH-
HaX pasBUTHUs HECTAOMIILHOCTH KOMIIOHEHTOB 9HAONPOTE3O0B Yy MALMEHTOB
c remoduueii.

Marepuanbt u meroast. [Ipoananusuposano 50 ucropuit Gonesnu
HALMEHTOB ¢ reMoUINYECKOl apTPONaTHel, KOTOPbIM TIPOBENEHO PEBU-
3MOHHOE HAONPOTE3UPOBAHUE KOJEHHBIX MU Ta300€epEeHHBIX CYCTABOB.
Bce onepauuu nposefeHbl B OTAEIEHUN PEKOHCTPYKTUBHO-BOCCTAHOBHU-
TeabHON oproneauu ass GoabHbix remodpunueit HMUIL remaronorun
M3 P® B nepuon ¢ 2020 no 2023 rop.

Peaynbraret u obcysxaenune. Bcero sa mepwon ¢ 2020 mo 2023
rof B OTHENEHHU PEKOHCTPYKTHBHOBOCCTAHOBUTE/JIBHOM OpTONEAUH
nast 6oabubix remopunueit HMULL remaronsorun M3 P®D nposepeno
50 omepaumit (100%) peBusmonnoro supgonporesuposanus. llo moso-
Ay acenTuyeckod HectabuabHOCTH (M3-3a pacluaTbIBAHUSI KOMIIOHEHTOB
QHTOIPOTESA, TYTONOABMIKHOCTH, B PE3yJIbTATE €CTECTBEHHOIO M3HOCA

KOMIIOHEHTOB 9HJIONPOTE3a, MEPErPy3KH, TPaBMbl WJIM OCTEONOPO3HBIX
M3MEHEHUI B KOCTHOH TKaHM MPOTE3MPOBAHHBIX CYCTABOB), BBIIOJHEHO
27 (54%) onepaTuBHDBIX BMEILATENLCTB, C 3AMEHOH BCeX KOMIIOHEHTOB 9H-
[ONPOTE3a UM OLHOIO U3 KOMIIOHEHTOB 9HJONPOTE3], C UCIOIb30BAHUEM
KaK KOMIIOHEHTOB [JIs NEPBUYHOIO SHJAONPOTE3UPOBAHUS, TaK U PEBU-
3UOHHBIX BHAONPOTE30B. B CBsA3M ¢ passuBLIeiics nepunporesHoi undex-
uueit BoinosnHeHo 23 (46%) sranHbIX 9HAONPOTE3UPOBAHMIA C yAaIeHUEM
KOMIIOHEHTOB 9H/IONPOTE3A U yCTAHOBKOM apTUKYJIHPYIOLLEr0 U B10K0-
BUJIHOTO CIleHiCepa ¢ UCIOJb30BaAHUEM CIIELUAIBHOTO KOCTHOIO LEMEHTA,
MMIPErHMPOBAHHOTO AHTUOAKTEPHAIBHBIM PENAPATOM.

3akmouenne. [lanHoe uccieqoBaHME MOKAa3aJio, YTO B HACTOSIIEE
BpeMs Ha [IEPBOM MECTE CPEeY METOJOB, IPUMEHSAEMbIX PU PEBUSHOH-
HOM B3H/ONMpPOTE3UPOBAHUM, CBSI3AHHOM C ACENTUYECKOIl HecTabuIbHO-
CTBIO, HAXO/IUTCSl METOJ, TPeOyIOUMil 3aMeHbl OHOrO MJIM HECKOJBKUX
KOMIIOHEHTOB 9H/IONPOTE3a C PUMEHEHNEM CIIELMAIbHOIO PEBU3HOHHO-
ro suponporesa. Hanbonee adpdpexTHBHBIM METOOM PEBU3HOHHOIO BH-
JONPOTE3UPOBAHUS, MPUMEHSEMOrO NPU HeCTaOMJIBbHOCTU, BbI3BAHHOI
nepunpoTesHoit MH(EKIeH, IBASETCS ABYXITAHOE PEBUSHOHHOE dH/IO-
NpOTE3UPOBaHME C MCMOJb30BAHMEM AHTHOAKTEPMAJIBHOTO LIEMEHTHOrO
creiicepa M JUIMTENbHOTO IPUMEHEHU s aHTUOAKTepUaIbHOM Tepanuu.

lopenkosa J1. I., Manracaposa 4. K., barosa M. O., Kospuruna A. M., Kpasuenko C. K., Knebanosa E. E., Maromegosa A. Y.,
Hecreposa E. C., Mapronun O. B., 3eoHkos E. E.

KAK 4 JIEYY IIEPUOEPUYECKUE T-KJIETOYHBLIE JINUM®OMEI?
PreyY «(HMULL rematonorum» Munsgpasa Poccum

Beepenue. Ilepudepuueckue T-kaerounsie aumdomsr (ITTKIT) —
penxas rpynna aumdonponudepaTusbix 3abonesanuii (e 6onee 5-6
cnyuaes Ha 1000000 nacenenus B rox). Hecmorps na pasamunsie ma-
tromopdosoruueckue u Guosoruveckue O0COGEHHOCTH, MPAKTHYECKH
nJst Beex opM XapaKTepHO arpecCHBHOE TeueHUe U HebsaronpusITHBbLA
nporuos. [lpu npumeHeHMM CTaHAAPTHBIX XMMHUOTEPAIEBTUIECKUX MO/~
XOJ0B yAAeTCsl JOCTUYb He Gosnee 30% b-nerHeil 00OwIEH BHIKUBAEMOCTH
(OB), npu arom nokasaresnu 6eccobbrtuitnoit (BCB), 6ecniporpeccusHoii
(BIIB) BbKMBaemMOCTH BapbUpyIOT B 3aBUCMMOCTH OT HO30JIOTMYECKOM
¢dopmbl 3aboneBanus. Vcnoabays nepcoHannsMpoBaHHble MOAXOAbL B 3a-
BucumocTu ot Hozonorudeckoit dpopmor I[ITKJL, ynaercs momyunts myu-
LIMe Pe3yJbTaThl POTHBOOILYXOJIEBOrO OTBETA, OAHAKO OTU MCCJIEA0Ba-
HMS OPPaHMYEHbl MaJIbIM KOJIMYECTBOM IalMEHTOB.

Heas paborer. OueHuts NpOTOKOJbI JeueHUs AJs pasHbix (opm

IITKJL

Marepuansr u meromsr. Mol akkymynuposanu Haw 12-meTHnit
cobCTBeHHBIN ONMBIT Ha Gosbuioit koropre GoabHbix (724 manumenrta
¢ T-xaerounvimu mumdomamu, us mHux 430 coctaBumu KoxHBIE POPMEL,
110 naumenrtos — neiikemuueckue sapuantsl (BIJVI) u 184 ornecenst
k rpynne nepudepuueckux T-xaerounsix mumdom)

Pesyabrarer n o6cy)1<11e1{ne. Pacnpenenenue nannenTos no Ho30J10-
ruueckum rpynnam: B 28,8% cnyuaes sepudunmposan guarnos AUTII
(n=53), B 271% — anamnacruueckas xpynHokierounas AJIK-
nosutusnas aumpoma (AKKJI AJIK+) (2=50), B 24,6% — ananna-
cruueckas kpynHokserounas AJIK-neratusnas snumdpoma (AKKIJI
AJIK-) (n=45), 8 9,3% — nepudepuueckas T-kaerounas numdoma Hecrie-
muunuposannas (IITKJIn) (2=17), 8 6,6% — skcrpanonansnas NK/T-
raerounas numpoma (OKTKII) (2=12), 8 3,8% — WUTKJI (2=7). B obweii
rpynne nanuentos 3-netusss OB u BPB cocrasunu 76 u 70% coorser-
crBeHHo. VcTopuveckn ompaBmnaHHas BBICOKOJO3HAs XHMMHOTEpPANUs
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no nporpamme NHL BFM-90 8 nevennn AKKJI AJIK+ nossoasier no-
cruub 10-nerueit OB u BCB 87% u 84% coorBercTBeHHO, OMHAKO, 1O AaH-
HBIM IIPOMEXXYTOYHOIO PAaHAOMHU3UPOBAHHOLO MHCCJIELOBAHUS CPABHU-
tenbHol addextusnoCcTH BBicoKOn03HOH xumuorepanuu (BXT) u menee
rokcnunoi nporpammel CHOEP, nocnennss ne yerynaer no pesyssra-
tusHocTu: H-netare OB u BPB cocrasasior 93 u 88% coorsercrBenHo.
Bricokne nokasarenn seoxuBaemoctu naunentos ¢ UTKJI gocturayrst
npu npumenenun BXT no nporpamme JIB-M-04 ¢ nocaenyromweii ayro-
TI'CK B nepsoit nunuu repanuu: 5-neruue OB u BPB cocrasunn 79
n 74% coorsercreenno. [lokasana mosnoxxurenbHast PoJb MOAAEPIKUBA-
roweit repanuun AUTJI: 5-netane OB u BCB npu ee nanuuun cocrasu-
75 u 49% nporus 41 u 20% B cayuae ee orcyrcrsusa. Ouenena poub

ayTOJIOTMYHON TPAaHCIUIAHTALMU FeMONOITUYECKUX CTBOJIOBBIX KJIETOK
kposu (ayto-TT'CK) npu seex IITKJI: 5-nerane OB u BCB cocrasunun 82
1 58% B cpaBrenuu c 67 1 49% 6es ayro-TT'CK. Beinonnenue annorenHoii
TpaHCcnIaHTaLmu KocTHoro moara (ano-TKM) naske B repanuu penuan-
BOB IIPO/IE MOHCTPHPOBAJIO yCIIEX AAHHOM onunu gedernss — 9 ua 11 nanu-
€HTOB >KUBbI B peMUccuu 3abosieBaHmsL.

3akaouenue. AHanu3 COOCTBEHHBIX NAHHBIX IIOKa3al boJiee BEI-
COKYI0 PEe3yJIbTATHBHOCTh MEPCOHAIM3MPOBAHHON TEPANMM HEKOTOPBIX
dopm IITKJI, oGocHoBaHHOCTb ONMUMM MOAJEPKUBAIOIIEH Tepamuu
AUTIJL, orcyrcrsue npesocxoacrsa BXT nepen CHOEP npu AKKJI
AJIK+ u noprBepana He0OGXOAMMOCTb UCIIOJIb3OBAHM S ayto-TT'CK u an-
10-TKM B nevenuu nepudepuueckux T-kaerounsrx mumdon.

lpaues A. E., Tpubanoea E. O., Peixko B. B., lansuesa U. B., Kanpanos H. M., Lloit |O. A., Koponeea [I. A., LLyxoe O. A.

TEPAIINA MAKPOIVIOBYIMHEMUN BAJIBAEHCTPEMA ¥V ITIAIIMEHTOB MOJIOXKE 65 JIET C DPAKTOPAMU
HEBJATOITPUATHOI'O ITPOI'HO3A

DreY «<HMMULU rematonorums Munsgpaea Poccun

Beenenne. M B kpaiine rereporeHHa 1o KJIMHNYECKUM [POSIBIEHUSM,
oTBeTy Ha Jiedenue, nporuody. O6WwMii OTBET NPU UCHONB3OBAHUM KJIAC-
CHYeCKUX JiedeOHBIX nporpamm — 75-90%, a wacrora gocTrxkeHus nos-
HBIX OTBETOB KpaiiHe mana — ot 3 no 7%. B Hacrosiuee Bpems He paspa-
60TaHO PUCK aJaNTUPOBAHHOrO MOXOAA K TEPANUU MOJIOJBIX MALUEHTOB
¢ dpaxTopamu HEGIATONPHATHOrO IPOTHO3A.

Iens paGorer. Vayuenue adpdpekTMBHOCTH UHTEHCUBHON MHAYKIM-
OHHOM MMMYHOXMMHOTEPAIINHU U €€ COYETAHUS C TAPreTHBIMU IPENapara-
mu n nocaenyoweit ayro-ITCK.

Marepuasst u metoast. Braouensr 30 nauunenros. Cpennnii Bospacr
51 ron (33-65 net), 18 mysxunn. Cornacuo R-IPSSWM 4 nauuenra or-
HOCHJIMCH K PPYyIIe HUBKOIO PUCKA, OHAKO Y HUX OBLIO MAaCCHUBHOE dKC-
TpaMe/ Ly ISPHOE IOPaYKeHHUe, YTO SBJSIeTCS He3aBUCUMBIM (paKTOpOB He-
GnaronpusTHoOro nporuosa, 18 u 8 nauuenTos 6bIM B rpynnax cpexHero
U BHICOKOT'O PUCKa COOTBETCTBeHHO. [ unepBuckoanblii cunapom 6oy 17
(67%) nauuenros, anemus y 30 (100%), Hb — 81,5 r/n (44-117 r/n), rpom-
Gountsr <100x10%n y 4 (13%), remonus y 4 (13%), kpuornobynunemus y 5
(16,6%), JIAITy 25 (83%), cnnenomeranua y 15 (560%), B-cumnromer y 28
(93%). JIAI'>250 E/n — y 15 (60%) u aasbymun <30 r/n — y 11 (36,6%),

B2-muxpornobymun >4 mr/n y 22 (73%) Gonbubeix. Cpennue sHaueHus

Puc. 1 Puc. 2

PIgM — 46,9 r/n (9,9-78 r/n). Myrauua MYDSS — L265P bwna y 23
(76,6%) u del-17p y 2 (6,6%) nanuentos.

Peayabrarnt u obcyxpenne. C despans 2017 r. no uronn 2023 r.
repanus nposefeHa 30 nanuentam. Ilstu GoabHbim nposeaun 4 kypca
no porupyomeit cxeme R— EPOCH/R-BAC. ¥V 25 naunenTos ncnosns-
soBana cxema R-EPOCH/R-BAC B xom6unanuu ¢ ubpyrunubom. Ayro-
TI'CK nposegena 18 nanuenram. Pexxum BeicokonosHoit koHCOMMpannn
CEAM nonyuunu wecrepo, y 12 nanuenTos Brepsble GblI UCIONB3OBAH
HOBBIN peskxum — coderanue nporpammsel CEAM c antu CD38 monoxk10-
HasnbHbIM aHturenom — paparymymabom (DaraBEAM). Orser ouenu-
Balu ¢ ucnodb3oBaHueM MmoaudunuposanHbix kpurtepues [WWM-6.
O6utuit orser cocrasur 100%, wactuunsrit orsera (HO) — 100%, ouens
xopounit yactnunbiit orer (OXYO) — 63% u [10 — 36,5% (cm. puc. 1).
[Ipu mepuane nabmopenus 48 mecaues, 5-nernas OB cocrasuna 91,6%,
yacrora nporpeccun — 10%. Ilporpeccus sabosnepanusi mpousouuna
v AByX nauuenTos uepes 24 u 36 mec, y Hux He 6b110 ayto-T'CK. [IBa na-
uuenra ymepau or COVID-19 nuesmonumy, y ogsoro 6sur 10, y Broporo
YO. B rpynne naumeHToB, HOLyYMBLIMX HMMYHOXMMUOTEPATIMIO C UOPY-
TUHUGOM U MOC/Ie/ Y IOLLY 0 BHICOKO03HY 10 KOHCOIUAALMIO [0 TPOrpamme
Dara-BEAM ormeuena renpennus k yseandenuio 1acrorst 110 no cpas-

HEHUIO C 0CTaJbHBIMU 6onbHBIMU — 49% u 29%
cooTBercTBeHHO (puC. 2).

3axmouenne. [Iporpamma R-EPOCH/R-
BAC ¢ ubpyrunubom u mnociaepyoueil Bbl-
COKOJI0O3HOM KOHCOJHMAAIMEH C TOAJEpPIKKOMN
ayto-CKK BbicokosddexTusnas u Gesomac-
Has nevyebHas onuus pas repanuu MB Bbico-
Koro pucka. PeannsoBaHa KOHUIENUIMS «CTOIM»
Tepanuu NpHU  WCIOJb30BAHWM  TapreTHBIX
NPENapaToB, 4YTO [ENA€T €€ OKOHOMHYECKHU
BoITOAHOM. Vcnosb3oBaHue — BLICOKOMO3HOM
KoHconMuaauuu mo nporpamme Dara-BEAM
yBenuuusaet apdexTusHOCTE Teyenus. s mo-
BbILLIEHU A }IOCTOBePHOCTVI JAaHHBIX MbI l‘lpOz:LOJI-
»Kaem MCCyIe[0BaHue.

lypbsHoea M. A, LLlyxos O. A.', Yenwiwesa E. O.!, Metposa A. H.!, Brikosa A. B.!, Hemuenko U. C.!, Taspunosa J1. B.2, Crenanoea E. A,
Lpi6a H. H.!, Typkuna A. T

BO3MOXKHOCTb JTUTEJIBHOTO HABJIIOAEHNS BOJBHBIX XPOHUYECKMUM MUEJONIHBIM JIEMKO30M HA TEPAITUU
CHMXEHHBIMU O3AMU NHTUBUTOPOB TUPO3MHKNHAS

'®rBY «(HMULL rematonormns Munsapasa Poceun, 2[BY3 «Pecnybaunkanckas knnunueckas 6onbhuua N2 4», r. Capanck, Pecnybnnka Mopgaosus

Beenenue. Y uacTu 60abHBIX XPOHUYECKMM MMETOUHBIM JEHKO30M
(XMJI) na repanuu unruburopamu tuposunkunas (MTK) passusator-
ca nexcenarenshble sisnenust (HSI), uto TpebGyer cHuskenus nosbl npemna-
paros. Ilo nuTepaTypHbIM JaHHBIM, AINTeIbHAS TEPANUS CHUKEHHBIMU
nosamu VITK sBasiercs GesonacHoit y 6oMbHBIX C OMTHMATBbHBIM MOJIEKY-
aspubim orsetom (MO).

32

Lens paGorbr. Ouenuts coxpanmenne MO Ha Tepanmum cHuKeH-
ubimu gosamu VITK u onpepenuts gonto 6oabubix ¢ paspewenuem H
nociae cuvxenus nossl ITK B pamkax npocnexTusHOro uccienoBaHus
READIT-2020.

Marepuanbr u meroast. Vccnenosanue cocrout us asyx das: 1) na-
Gmonenue nHa cumxennbix nosax MTK 212 mecsanes (mec.), cocrosmas



u3 2 aTanos; 2) Habnonenue B pemuccuu 6ea nevenus. Kpurepun sxioue-
Hua ans l-ro srana uccaegosanus: Bapocibte 6onsusie XMJI B xponnue-
ckoit pase, naurenasnocts repanuu UTK 23 ner, BMO 22 ner u FJIy6OKO-
ro MO 21 roga. [lorepeit BMO sBasnocs nosbimenue yposus BCR::ABLI
> 0,1%, norepeii rny6okoro MO — >0,01%. I1pu norepe BMO nosa UTK
HOBBIIIAIACh Ha +] ypOBeHDb OT TOH, Ha KOTOPOIi IPON3OLLIE MOJIEKYJISAP-
HBIN pelUIUB.

Peayasrarst u obcyxpenne. C 12.2019 no 12.2021 B uccnenosanue
Biatodeno 103 naumenra. Mennana (Me) pnurensuocru tepanun UTK,
BMO wu riay6okoro MO npu Briouenun cocrasuaa 7 ser (319,7 rona),
3,3 roga (2-12,6 rona) u 2,5 rona (1,2-10,5 roaa), coorserctBenno. Tepanus
NTK, nosbl npenapaTos 1 KOJIMYECTBO GOTBHBIX
Ha Tepanuu kaxaoi us no3 TK na moment
BKJIIOUEHMUsl TIpesicTaBnensl B Tabu. [lepsbiit atan
dasst penyxuun o3 UTK (munumym 6 mec.)
saBepwnan /7 naumeHtoB (62 — Ha Tepanuu
umaruaubom, 15 — na repanun MTK2). Me
puirensHocty Habmogenns Ha tepanun VTK
B fosax | srama cocraBuia 6 mec. (627 mec.).

[orepa BMO 6bina BoisiBiena y 1 GoabHoro
(1,3%), noreps raybokoro MO — y 4 Gomb-
ubix (5,2%). Toreps rny6oxoro MO 6buia 3a-
¢duxcuposana ToIbKO y GOJBHBIX HA TEpanuu
umatunnbom. Bropoit aram dase pemyxunm
no3 UTK (munumym 6 mec.) sasepwman 90
nauuentos (61 — na Tepanuu umartuHuGoOM,
29 — na tepanuun WTK2). Me pnurensnocrn
nHabmonenus na tepanuu VTK B mosax 2-ro
arana cocrasuaa 6 mec. (1-26 mec.). IToreps
BMO 6bi1a xoHcratpoBana y 4 nauueHTos
(6,5%), noreps ry6oxkoro MO — y 15 GonbHbix:
Ha Tepanuu umatuHubom — y 12/61 GonbHbIx
(19,6%), na repanun UTK2 — y 3/29 naunenros
(10,3%). ITorepss BMO na oGoux sranax ¢aast
AescKajJauuu Obula BbISBJIEHA TOJNBKO y 6GOJb-
HbIX Ha Tepanuu umartunubom (puc.). Beem
6oabubim ¢ notepeit BMO na Tepanuu cuunken-
HBIMM fl03amu umatunnba (2=5) rosa npenapara
6bu1a nosbiena Ha +1 yposens. B pesynbrare
y Bcex mauuentos vepes 3 mecsua BMO 6bun
BoccraHosiieH. [Ipu Bkiouennn y 48 nanuenros
(47%) ormeuanuce H repanuu 1-2-ii crenenn:

Mpunoxenne 1

vy 39 naunentos (81%) — na repanuu umarunubom, y 9 nanuenros (19%) —
na repanuu ITK2. ITocse cunxenns noset y 356 naunenros (73%) HS non-
HOCTBIO Pa3pPeLININCE.

3axuarouenne. Tepanus cumxennsimu gosamu UTK y 6GOIBHBIX C raIy-
6oxkum MO 21 ropa siBnsietcs GesonacHoii onuueii JeueHus pU yCJI0BUM
PeryJIsipHOro MOJIeKyJIsipHOro MoHuTopuHra. [lo Hamum aanubiM, Gosee
uemy 90% Gonbubix coxpansercss BMO. Y Bcex Gonbhbix ¢ notepeit BMO
Ha Tepanuu CHUKEHHBIMM /03aMHU UMATUHMOA TOCJIE MOBbILIEHUs JO3bI
yoke mpenapata uepes 3 mecsiuta BMO 6b11 Boccranossen. Brissieno,
uro Gosee yem y 70% Gonbubix ¢ HSI nocne cunskenns nosst ITK rok-
CHYHOCTD MOJHOCTBHIO Pa3PELINIaCh.

Hanunoea O. E., Tumatauuoea I. P., Aaseiakuu U. J1., Xarpetaunos P. K.

KAPIMOTOKCUYHOCTD B OHKOT'EMATOJIOTU: AMATHOCTUYECKUE BO3MOXHOCTHU JIABOPATOPHBIX,
NHCTPYMEHTAJIbHBIX U TEHETUYECKUX METOOB NCCIEJOBAHUA

DIreOY BO «Camapckuit rocynapCTBEHHbIN MeAUUMHCKHMI yHuBepcuTeT> Munsgpasa Poccun

Beenenne. CeppeuHo-cocyucTbie  OCJI0KHEHMS, BO3HUKAIOLLNE
B [IpOLIECCE TEPAMM 3710KaYECTBEHHOM OILyXO0JIH, CyIECTBEHHO CHUKAIOT
Ka4eCTBO JKM3HU NALMEHTOB, & B HEKOTOPBIX CJIy4asX — IPUBOAST K PO-
CTy CMEpPTHOCTH cpeay GonbHbIX B Gespeunansubiii nepuog. [lossnenune
Me>KAMCLUIUIMHAPHOIO HANpAaBJeHUsl «KapAMOOHKOJOIUs» CrocobeTBo-
BAJIO0 AKTUBU3ALMHU aHAJIM3a KIMHMYECKMX (PEHOTUIOB KapAMOTOKCHY-
nocru (KT), noucka mapkepos panmeil aucdyHKUMM MUOKapAa, BHe-
APEHUS] HOBBIX TOAXOAOB K BEAEHWIO NMALMEHTOB CO 3JI0KAYeCTBEHHBIMU
OILy XOJISIMU.

Iens paGorel. [IposecTu cpaBHUTEbHbIN AHAIU3 COBPEMEHHBIX Me-
topos auarnoctuxu KT u BbisBUTH nOOKUTENBHBIE CTOPOHBL M TPYLHO-
CTH Ka’KJ0T'0 METO/Ia.

Marepuannbt u meroasl. B npouecce usy4enus coBpemeHHbIX MeTO-
nos puarnoctuku KT npoananusuposansl oTeuecTBeHHble U 3apybesx-
Hble JMTEpaTypHble AaHHble Ha muardopmax: Koxpanosckas 6ubmnuo-
rexka (Cochrane Library), PubMed, nayunoii anextpounoit 6ubnnorexu
Elibrary, UpToDate. OcnoBHbiMM KpuTepusMU OTOOpA MeAMIIMHCKUX
AaHHBIX ObLIM: UCCJeLOBAHUS, COAepIallle MeTaaHanu3 C KOTOPTHBIM
CJIy4yal-KOHTPOJIEM MJIM BJIOXKEHHBIM JAU3alH-CJydail-
KOHTPOJIEM; CUCTeMaTHyecKue ob30pbl; MyOJMKALUA JAHHBIX B MEPUOL,

¢ suBaps 2020 o CeHTﬂ6pb 2023 ropa.

KOHTPOJIEM,

Peayabrarer u o6cyskaenune. B nocneanue roast aktusHo o6cyskaa-
10TCsl J1abOpaTOpHble, MHCTPYMEHTAJbHBIE, TeHeTUUeCKUe IPeJUKTOPbI
CEepAEYHO-COCYANUCTBIX OCJIOKHEHUH. DBbICOKOUyBCTBUTENBHBIE TPOMO-
uunbl (hs-Tn) u narpuitypernuecknii nentux (HYTI). JlaGopaTtopusie
MapKepbl 06Jafal0T BBICOKOH UyBCTBUTENBHOCTBIO M CrelUUUHOCTHIO,
IIMPOKO [OCTYIHOCTBIO, [Jis peanusdalMu HCCJef0BaHUil Heobxoxnum
Hebosboi 06bem UHAHCOBBIX 3aTpatr. Permcrpauus aneKTpoOKapauo-
rpammbl (OKI') ¢ pacuerom xoppuruposannoro unrepsana QT (QTc).
O6menanﬂTbIM CbaKTOPOM pucka KT cornacho raitnnaiiny esponeiicko-
ro obmecrsa kapauosoros cuurator yseandenue QTc 6osree 450 mcek.
Tpancropakansnas axokapauorpadus (TTO) c ananuzom cokpaTumoctu
MHOKapaa «30s0Tol cranaapt» Bepuduranuu KT. OcHoBHbiM KpuTepu-
em, ananusupyembim B pamxax KT, cunrator pacuer ppaxuuu soibpoca
nesoro skenaypouka (OBJIXK). pyrum, 6osee uyBcTBUTENBHBIM Mapke-
pom KT cumrator rmobaabHyo MpofoIbHYI0 CHCTONMHYECKYIO AedopMma-
muio JIK (global longitudinal strain, T[] JIXK), xotopas cyuiectsenno
onepesxaet no ungopmarusnocru OB JIXK. ITosurponno-smuccuonnas
Tomorpadusl, CoueTaHHas ¢ KOMIbIOTePHON Tomorpadueil ¢ pagnodapm-
npenaparom (POII-ITOT/KT). Merton npenocrasasier faHHBIE O HAYaIb-
HOM CTaguM peMOAeNMPOBaHUs COCYHOB cepaua. B yciosusx peaJb-
HOM KJIMHUYECKON NPAKTUKU, METOJ He HNpPUMEHSIETCS B BUAY BBICOKOU
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CTOMMOCTH MCCJIeIOBAHMS, HAJMUUS TPYAHOCTEH B OArOTOBKE NallUeHTa
U BHYIIUTEJbHBIX NPO(ECCHOHAIbHBIX PECYPCOB [l WUHTEpHpeTanuu
IOJLy YeHHbIX Pe3ybTatoB. [ enemuueckue norumopdusmor. Meron apasiercs
Haubosee nepcrnexTuBHbM Hanpasienvem B ugyuenuu KT. B 2022 ropy
BBI/IEJIEHO HECKOJIBKO MeHETHYECKUX MOANMOP(HU3MOB, IOCTOBEPHO acco-
nuuposaHHbIX ¢ BosHukHoBeHnem KT.

3axmouenne. Pannss sepuduranus KT o muorom cnocobna peanu-
30BaThbcsl barofapst BHEAPEHUIO HOBbIX, D0Jlee COBPeMEHHbBIX METO/OB BU-
3yaJn3anuy CEepAEeTHON TKAHU M M3YYEHUIO FeHeTUYECKUX NIPEAUKTOPOB
nacrynienus KT. Bee ato nossoaut cuusurs otnasennble Hebaaronpu-
ATHBIE KJIMHMYECKUE NPOSIBJIEHUS U NOBBICUTD [OKA3ATEIH BbIXKHUBAEMO-
CTH Y OHKOT€MAaTOJOTMYECKUX NALEeHTOB.

OeupHsik B. H., 3axapeko E. U., Puibkuna E. B., Opokosa [. I, Jlaepuwuney K. A., Cepreeea A. M., Haymosa M. H., Yynkoea A. A., KoxHo A. B.

AJITOPUTM UMMYHO®EHOTUITMYECKOM TMATHOCTUKY XPOHUYECKOTO MUEJIOMOHOIIUTAPHOT'O JIEMKO3A,
BKJTFOUATIOIIVI AHAJI3 CYBITONYJIALIMIA MOHOLIUTOB C KJIACCUYECKUM M HEKJTACCUYECKUM GEHOTUIIOM

DreY «<HMULU rematonorums Munsgpasa Poccum

Beenenue. B knaccudpukanun BO3 2022 r. manpim AuarHocTudeckum
KPUTEPUEM XPOHUYECKOr0 MuesomoHonurapaoro sgeiikosa (XMMJI) as-
nsiercs pons kaaccudeckux mononuros CD14*CD16~ (MO1) 294% cpe-
AY HOILYJISIUK 3PEJIBIX MOHOLMTOB. OTOT IIOKA3ATEeNIb MOXKET CHIIKATBCS
[P COMYTCTBYIOLMX BOCHAJMTEIbHbIX 3aboneBaHusx. B arom ciayuae
NpU UMMYHO(EHOTUITMYECKOM HCCIIe/I0BAHUM METOAOM TPOTOUHOM LIUTO-
merpuu (IDT) moxker HabniopaTbes yBennueHNe KOJMIECTBA TIPOMESKY-
TOYHBIX MOHOIIUTOB, POPMUPYIOIIMX IATTEPH «JTyKOBUIbI». Taxke 1o au-
TepaTypHBIM AAHHBIM NONOJHUTEJIbHBIM KpuTepuem B moubdy XMMJI
MOJKET CJLy’KUTb CHWDKEHME [0IM HekJaccuueckux monouuros CDI4-
CDl6, (MO3) <1,13%.

Ilens paGorer. Cpasuuts M®DT xapakrepuctuku cybmomynsmmit
apesbix moHouuToB y nauneHtos ¢ XMMJI u naunenros ¢ monouurozom
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PH APy TUX HOBOOOPA30BAHU X F€ MO0 TH YECKOMN IIPU PO/ bl MJIU IIPU XPO-
HUYeCKUX BOCIAJUTEIbHBIX 3200/eBaHUSIX.

Marepuanst u meroasl. B ucciaenosanve Briawouensr 90 nmanumentos
¢ monorurozom mnepudepuueckoit kposu >0,56x10°/1, Habmonasmuxcs
B OI'BY HMULI remaronornn» Munsgpasa Poccun ¢ 2019 no 2023 rop.
67 13 90 66111 nauuenTs! ¢ Bepudunuposanubim Auarsosom XMMIT (Me
Boapacta 63 r., sx/m: 28/39). 13 nux 46 cneunduueckyro repanuio He npo-
Bopnau, a 21 us 67 — nomyuann cneuncbnqecxy}o repanuwo. ['pynmy
CpaBHEHUs COCTABMIM 23 MALMEHTA C MOHOLIUTO30M MPH JPyTHX HOBOOO-
pasoBaHuAX remonostudeckoil npupoast (2=20) nau XpoHUYEeCKHUX BOC-
nanuTenabHbix 3abonesanusax (n=3), nanee «ue XMMJD» (Me Bospacra
60 1., sx/m: 13/10). Bcem nanuentam seimonneno VDT uccrenosanue [TK
na nporounom nutomerpe FACS Canto 10-color (Becton Dickinson).



Peayabrarst u o6cysxaenne/ B rpynne XMMJI Gea npeamecTsy-
omeit Tepamuu goasi MO1 Gbuia cratucruyecku snaunmo soime (Me
96,3%, paabpoc 39,3-100%). ¥V nauuentos ¢ XMMJI u npenmectsy-
o1ei cneuwcbw-xecxoﬁ Tepanueii ormeueHo cHwkenune poau MOL (Me
89,6%, pasbpoc 41,0-100%), nanee oHu He BKJIIO4aIUCh B aHanus (puc.
1). ¥ nanuentos ¢ XMMJI Ges [peALIeCTBYOLIEH TepaiK A0S HEKJIac-
CHUYeCKUX MOHOIUTOB Oblaa cratuctudecku sHauumo Hmke (Me 0,3%,
pasbpoc 0-5,4%) (puc. 2). [lns onpenenenns 4yBCTBUTEIBHOCTH U CIlE-
uudpuunoctu IOT meTona ucnonb3osany aaroputm, OCHOBAHHBIN Ha MO-
cnegosarenbroit ouenke gonn MOI u MO3 y nanuenTos ¢ moHonnTO30M
20,5x109/n (puc. 3). B rpynne XMMJI 6es npenuecrsyioumeil Tepanuu
MOI1 294% 6b11u onpenenenst y 30 us 46 nanuenToBs, cpeau oCTaBUIMXCS
16 us 46 narrepn «ryxosuusl» e BbisBiaer, a MO3 <1,13% nerexrupo-
Banbl y 10 us 16 nauunenros. CornacHo anropurmy, eissieno 40 us 46
nauuenTos ¢ BepostHeim XMMJI. UyscrBurensnocTs meTona cocrasuia
87%. B rpymne cpaBHeHus yucio nanuenTos, y koropbix XMMJI maio-
BeposreH, 66110 20 us 23. Cnenuduunocts merona cocrasuna 87%.

3axurouenne. Vcenenosanue nokasasno BBICOKYIO 4y BCTBUTENBHOCTD
u cnenuduynocts metoxa DT, ucnonsayromero anaaus cybnonyasunit
MOHOLIUTOB C KJAaCCHYeCKUM U Hekjaccudeckum denorunom. JlanHblit
METOJ aHAIN3a 3PEeJIbIX MOHOLUTOB I103BOJISIET BKJIIOUYUTD €TI0 B &JITOPUTM

nmuarsoctuku X MMJIL.

Mpunoxenne 1

Oxynaxksn Y. J1. Nlazapesa O. B., Manonetkuna E. C., Menpeneesa J1. ., Tpouukas B.B., Tanonoea T. B., Mapoeuutukosa E. H.

OKCITEPTU3A KAYECTBA MEJUIIMHCKOWM ITOMOIIIM: BOITPOCBI OKA3AHUS MEIAIIMHCKOM IIOMOIIN
1O MPO®UIIIO JTEMATOJIOT US>

Prey «(HMULL rematonorum» Munsgpasa Poccum

Beenenne. B cBsizu co Berynsenuem B cuiy Ilpukasa Munsppasa
Poccun ot 19.02.2021 r. Ne 116u (Ilopsmox mo mpodumio «Oukonoru»)
U B CBsA3M C nepecedenuem ciydvaes okasanua MII no sabosesanusm,
sxoasuux B pyopuxu C81-96 u D45-47 MKB-10, sce uauie HenpasusibHo
tpaxtyercs peiictBytomuii [lpukas Munsnpasa or 15.11.2012 r. Ne 930u
(ITopsinox o mpodwuio «rematonorus»). [lpu mposenenun meauKo-sko-
Homuueckol akcneptuasl (IMOO) u skcnepTH3bl KadecTBa MEAMLIUHCKON
nomouu (OKMII) skcnepramu sanpammnBaioTcs IMLEHSHUs Ha BbIIOJIHE-
Hua pabor (yciyr) no npouio «OHKOJIOrMsl», HalINYMe y Bpaua-rema-
Tonora ceprudmKaTa WM CBUAETEIBCTBA 06 AKKPEIMTAIMH MO CIEIU-
AJIBHOCTHU «OHKOJIOTUS», HAJHUYHME OHKOJIOTUYECKOIo KOHCV[ﬂVlyMa (OK)
B MeJVLMHCKOH AokymeHTaumu npu okasanuu MII npu omyxonesbix
3CK. AkryanbHbiM siBasieTCs 06OCHOBaHME HENPABOMEPHOCTH yKa3aH-
HBIX TpebOBaHMH dKCHEPTAMMU.

Ieas paGorsr. O6ocHosanue oxkasanus MII no npoduanto «remaroso-
rusi» 6e3 TpeGOBaHMSI IMLEH3UPOBAHUS IO MPOQPUITIO «OHKOJIOIUsI», & TaK-
ke mpaBomepHocTs nposeaenns OK.

Marepuann: u meroast. Martepuaiom a1t aHanM3a CILy>KUIN HOPMa-
TUBHO-IIPABOBbIE AKThI, pernamenTupytomue okazanus MII, skcneprubie
saxaodenus MO u OKMII.

Peaynbrarsl u o0cysxaeHne. AHalus HOPMATUBHO-TPABOBLIX JAOKY-
MEHTOB TI03BOJIMJ 0OGOCHOBATH OCHOBHbBIE MOJIOXKEHUS COOI0NEHHs] HOPM
npu okasauuu MII npu onyxonesnix C3K. Mexons us onpenenennsa cr.
37 @3 ot 21.11.2011 Ne 323-D3, sicno, uro MII okassiBaeTcst B cooTBer-
creuu ¢ [Ipuxasom Munsnpasa Poccun or 15.11.2012 Ne 9301, xoropsrit
onpepensier, uro MII okasbiBaeTcs Bpadom-remaTosorom npu sabosesa-
nusx c kogamu MKB-10: C81-C96, D45-D47, D50-D89 u r.5n. Hopma
n. 6a) IlonoskeHns o JIMLEH3NPOBAHMM MEIMLMHCKOH [esATeJbHOCTH
Iocranosnenus Ilpasurenscra PO or 01.06.2021 Ne 852 ycranasau-
BaeT Kak obsizaTesbHOE JMLEH3UMOHHOE TpeboBaHue cobOfeH e TIOPS/-
xos okaszanus MII. Ksanuduxaumonnsie TpeGosanus nas ppauarema-
TOJIOra He MOAPa3yMeBaloT HaJWuWe cepTUPHKATA MM CBUAETENbCTBA
006 aKKpeaUTALMY [0 CIEeLUATbHOCTH «OHKOJIOTW», & TPYAOBask PyHKUMS
A/02.8 Tlpodeccuonanvuoro cranpapra «Bpau-remaromor» (Ilpukas
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Munrpyna Poccun ot 11.02.2019 Ne 68n) onpenensier Hasnauenue cre-
nuduueckoil TapreTHol, XuMuno-, ummyHorepanuu nauuenram ¢ 3CK,
KOHTpoJb ero addextusnoctu u Gesonacuocru. Iopspok no npodumio
«remaroJiorus» He copep>kut ykasauus nposenenus OK, a okasanne MIT
B coorBercTBuu ¢ lIporpammoit rocrapaHTHii OCyLIeCTBISIETCS PU Ha-
JIMYMY MEeJVLMHCKUX MOKa3aHWI, pelleHus] COOTBETCTBYIOIEH Bpaueb-
HOM KomuccHeil (KOHCHIMYyMOM), 3akioueHHeM (befepaibHOro LEeHTPa,
B T.4. C IPUMEHEHUEM TEJEMEAUIMHCKAX TEXHOJOTMH. OTO IMOJIOKEHME

coorsercryer 1. 17 [lpuxasa Munsnpasa Poccun or 19.03. 2021 Ne 2311

0 CBOEBPEMEHHOCTH IIPOBEACHMSI KOHCHIMYMa Bpadell IIocJjie MepBUIHOro
YCTAHOBJIEHHSI OHKOJIOTMYECKOT0 3a60IeBaHMs.

3axmouenne. MII no npoduiio «remarosnorusi» okasbiBaeTcsi Bpa-
YOM-T€MaTOJIOTOM MTPH HAJMYUHM JIULieH3uH Ha paboTst (yciayru) mo npodu-
JII0 «reMaToJIoTHsl». Bpau-remaTosor fs1sl BBINONHEHUS TPYAOBBIX dyHKIMI
JOJI>KEH UMETb TOJBKO CePTU(PUKAT MU CBUAETEBCTBO 06 aKKpeANTALUY
o crneuuansHocTy «remarosorusi». Tpebosanus OK skcnepramu Henpaso-
MEepHO — MeAMIMHCKAsl JOKYMEHTALMSI O IKHA COePIKATh MPOTOKOJI KOH-
cuaMyMa Bpadeil MM pelueHye BpauebHol KoMUCCH .

Axynaksn Y. JI. Kopobkosa A. A,, Boiiko H. B., Jlesuenko O. K., lanonosa T. B.

TIOJAIOTOBKA KBAJIN®OUIIMPOBAHHBIX KAZIPOB I10 CIIEHMAJBHOCTHU «TPAHCOY3UOJIOT U A»
DreY «<HMULU rematonorums Munsgpasa Poccun

Beenenne. Kauecrso megnuunckoit momomn (MIT) pernamentnposano
B 3aKoHonateasctse PD, rae onHUM n3 KIOYeBBIX PAKTOPOB SIBJISETCS Ha-
JIM4Me HeOOGXOANMOrO KOJIMUECTBA MEANLMHCKUX PabOTHUKOB U YPOBEHb UX
kBanupuranuu. Crennanusanys no TpaHcy3HONIOrui BO3MOKHA B OP/H-
HaType M IOTONHUTeNbHBIM TpodeccronanbHbiM obpasosanuem ([II10) —
npodeccuonanshoit nepenoaroroskoit (I1IT). Taxxe ¢ 01.01.2022 yreep-
3JIeH JIOMYCK K MpogeCCHOHANBHOM AeSTENbHOCTH MIyTeM aKKpPeAUTAlUH.
AHanu3 OAroTOBKM Ka/{pOB NPe/CTaBseT GoNbIIOH HHTEpec.

Ilens pa6orer. Ananus npobieMHBIX BOMPOCOB MOATOTOBKU KBaJIH-
buLMpPOBaHHBIX KAAPOB MO CHELUATBHOCTH «TPaHCEy3UOIOTH ST,

Marepuans: u meroasr. Marepuanom amis ananusa CiLy KuIu Hopma-
tusHo-npasossie aktl (HITA), pernamenrupyomue obpasosarenbHblil
nporuecc u okazanue MII o mpoduiio «rpancdysnonorns», ananutuye-
CKMe IOKYMEeHTBI, TPe/ICTaBJIeHHble 00Pa30BaTe bHbIMU OPraHU3aALUAMHY,
OTYeTHI IPUEMHBIX KAMIIAHNH, PA3MEIEHHbIX B T€JIEKOMMY HUKALIMOHHON
cetn «/IHTepHeT», maTepuansl akkpeauranuonHoi nogkomuccuu (AITK)
o crenuanbHOCTH «rpancdysuonorus» Llentpa.

Peayawrars u o6cyxpaenne. C 01.01.2023 ropa scrynuau B cuny Ho-
Bble kBanuduxaumonbte rpebosanus (ITpuxas Munsnpasaor 02.05.2023
Ne 206n). Ananus HITA onpepenun, uro na 2020-2023 rr. 6su10 yBenu-
YeHUe KOJIMYECTBA MECT 10 NpOrpamme OPAMHATYPbI MO CHELUAIbHOCTH
«TpaHcdysnoorus», a Tak>Ke YTBEP>KAEHO MX paclpefeseHde Ha Lie-
nesoit npuem B o6bveme 100%. Ilpu ananuse peanmsauum pesynbraTos
NpUEMHBIX KAMIAHUH OTMEYEHO He MOJHOe BOCTPeOOBAHUE MECT 3a CUeT
Glo’KeTHBIX ACCUTHOBAHMH, a Takyke MeCT Ha LeseHOH mpuem. B taba.
NpefCTaBeH aHalU3 PeaJU3alud BbIAENEHHBIX KOHTPOJbHBIX uup
npuema 3a 2020-2022 rr. B nunamuke ormeueHO CHMKEHME peasusanuu
mect no uesesomy npuemy. OTMeueHbl TPYAHOCTH OLEHKU peajusaluu
npodeccuoHaIbHON NOATOTOBKH IO CMEUATBHOCTH «TpaHcdysuonorus»
B CBs3U C 0OyueHMEM B KOMMEPYECKUX OPraHM3aLUsX, YTO OTUETIUBO
BUAHO U3 aHaauTnueckux gokymentos AITK no cnenunansnocru «rpaHe-
dbysuonorus» Llenrpa na maty 15.09.2023 r. (ra6s.). Auxermposanue
CHELMAINCTOB, NPOIEALNX EPBUYHYIO CHELUaJU3UPOBAHHYI0 aKKpe-
auranuio (IICA) no cnenmanbsHocTH «rpaHcdy3U0I0rH s> TO3BOINIO Bbl-
ABUTb NpobJeMHbIe 061acTU 0OpPA3OBAHMS: TOJHOCTBIO AUCTAHIIMOHHOE
obyuenue (B 4. B nepuon nangemun COVID-19), orcyrcrsue Bosmoxk-
HOCTU yriyGIeHHON MPaKTUYeCKOH MOArOTOBKU (B T.4. B KJIMHUYECKUX

nojipasfeseHusix U Ha Gase CTAaHLUII MepeqMBaHUSI KPOBU), OTCYTCTBHE
npaktuieckoil nogrorosku B 100% cnyuaes npu obyuenun B He rocy-
AapCTBEHHBIX OPraHU3alUsX, OTCYTCTBUE CUMYJISLUOHHOrO obyueHMs
(oTpaboTka HaBEIKOB, okasanue sxcrpennoit MIT). [locnennue dakropsr
Bausan Ha caady aranos [ICA co Bropoit unn tperseit monsrrku. Beero
I1CA npouuru 73 cnenuanucra, us koropbix 24,6% o6yuaaucs B Herocy-
JIapCTBEHHBIX (KOMMEPUYECKMX) OPraHN3alnsIX.

3axmouenne. Brisasiaena Hemonnas peaansaliio KOHTPOTLHBIX U
npvema 3a CUeT OHOJ>KETHBIX acCUrHoBaHWii (efepasbHOro OlOAKETa,
B T.4. [0 LieJIeBOMY 00y 4eHuI0, OTCyTCTBHe MexaHnama kourpoust sa JII10.
Heobxonum rocyaapcTBeHHBI KOHTPOJIb KauecTBa 00pasoBaHMs, a TaK-
>Ke 3aKOHOfaTesbHOE 3aKpelJeHue HOPMbI 0OyuyeHHMs MO mporpammam
11T opranusanusamu, UMeOLIME JULEHSUIO 110 IIPOrPaMMaM OPAMHATY PbL
u [TIO (no cneunansuocrsam I1IT), a raxsxe nias popmupoBaHus npax-
TMYECKMX HABbIKOB B OPraHM3alMSX [OJKHbI OBITh COSJAHBI yCJIOBHS
AJIS1 CUMYJISILLMOHHOTO 00y YeHM L.

Tabanua. PesynstaTthl NepBMYHON CNELMONU3UPOBAHHON OKKPEAUTALMM
no cneunanbHocTH «TpaHcdyanonorusy (nanHbie uentpa Ha 15.09.2023 r)

2021 2022 2023
Mecau Bcero, O6yuenue Bcero, O6yuenue Bcero, O6yueHne
yen. B HIY* yen. s HIY* yen. s HTY*

AHBAPb 2 9 2
despans

mapt 3 1 2 1 4

anpens 2

Mai 3 3

UiOHb 3 2

uionb 2 2 3 1 8

asryct 1 1 4 2 2
ceHTabpb 4 1 1

okT6pb 2 1 1

HOSBpPb 2 2
aekabpb 6 2 6

MUTOTO 22 9 25 7 26 2

*HTY — HerocyaapcTBeHHbIE yYpEXAeHUs.

Oueakosa tO. B., Konockos A. B.

MEXAHHN3MbI OBECIIEYEHN A TOYKN TEMOCTATUYECKOI'O PABHOBECUA B CUCTEME ®AKTOP ®OH BIJIJIEBPAHJIA ~
METAJJIOITPOTEA3A ADAMTSI13 Y BOJIbHBIX CEIICICOM

PrbOY BO «Cesepo-3anaaHbiii rocyaapcTBEHHbIN MEAULMHCKMI yHBEpCUTET MM, WM. Meunukosa» Munaapasa Poccun

Beenenne. Hapyuenns cseprbiBatoweil cucremsl KpoBu y G0JIbHBIX
CENCHCOM MOTYT HPOSIBJSTBCS YTPOXKAIOIMM JKU3HU TPOMOOTHYECKUM
u/unu remopparuveckum auatezom. Tem He mMeHee HepeAKM CUTyauuH,
nporekawuye 6es KIMHUYECKU 3HAYMMBIX NPOSBJIEHUI HAPyLUIEHUS Te-
MOCTATHUYeCKOro baJiaHca.

Iens paGorer. MayunTs mexanusmer Baaumoneiictsus dakropa dpon
Bunnebpanpa (vVWF) u ero cnenuduueckoro perynaropa — ADAMTS13
¥ GOJIBHBIX C CENCUCOM.

Marepuanst u meroast. B uccienosanue sratoueno 80 6oabubix cen-
cucom 6e3 KJIMHMYECKM 3HAYMMBIX MPOSBIEHUH remopparuyeckoro u/
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unu rpomboruueckoro auaresa. ['pynnbl cpaBHenus coctasuau 15 6onb-
HBIX MAMONATUYECKOH TpombouurTonenuyeckoil mypmypoit u 50 sgopo-
BbIX f00poBoables. Konnuectsennyio ouenxy anturena vWF (VIWF:Ag)
U ero CBSI3bIBAIOLLYI0 CIOCOBHOCTB ¢ TpombonuTapubim penentopom GPIb
(vWF:GPIb) seimonusanu na ananusarope «CS-2000» (Sysmex, Snonns)
(pearentsl INNOVANCE» (Siemens, 'epmanus)). Mccaenosanue noxa-
saresiell KostareH-cBssbiBarowmei cocoonoctr vWF ¢ komnarenom I u 111
tunos (VWF:CBAI u vWF:CBAIII), anturena n akrusnocru ADAMTS13
(ADAMTS13:Ag u  ADAMTSI3:AC), anmturen x ADAMTSI13
(ADAMTSI13:AB) Brimonnsnocs na ananusatope «Infinite®F50» (Tecan,



Anrnus)) (pearentst <TECHNOZYM>» u «Technoclone» (Technoclone
GmbH, Ascrpus)). Cratuctuueckuii aHa U3 BBIIOJIHUIN C IPUMEHEHUEM
nporpammul «StatPlus Pro 7.6.1» (AnalystSoft Inc., Kanana).
Peayaprarer u obGcyxpmenme. Boicoxas xonnentpanus vWF:Ag
y GONBHBIX CENCHCOM HOCHT YCTOMUYMBBIA XapakTep M oBycJoBJeHa mo-
BblLIEHHON aKkckpeuueil ua teney Beiibens-Ilanane sugorennanbubix
KJIETOK, aKTUBMPOBAHHBIX B YCJOBUSIX CEICHMCA, HE 3ABUCUT OT KOJM-
4ecTBa TPOMOOLUTOB B KPOBM M HE OKa3bIBAeT BJAMSHHUE HA MX KOJUYe-
cTBO. Y GOJNBHBIX CENCHCOM YBEJMUYUBAIOTCS 3HAUYEHUsl TOKasaTeJseil
vWF:GPIb, vWF:CBAI u vWF:CBAIII, cBunerenscreyomux o6 yseau-
uyeHun aaresusHoro noreHuuana vWFE. Crarucrudecku snaumumoe yse-
nuuenve meauan nokasareneii vVWF:GPIb (wa 11%) u vWF:CBAIII (ua
59%) B rpynme GOJBHBIX CENCHCOM C KOJUYECTBOM TPOMOOLUTOB
<60x10°n, no cpaBHEHMIO C QHAJOTMYHBIMU IOKA3aTeJsiIMM B TpyTIe
GOJBHBIX CETICHCOM C KoTudIecTBoM Tpomborutos >150x10%/1, ceunerens-
CTByeT 0 HapacTaHUM ajresuBHoro norenuuana vWFE npu tasxkenom cen-
cuce. 3naunmoe yBeauuenue meauansl nokasarens vWEF:GPIb B rpynmne

Mpunoxenne 1

GOJBHBIX CEerncucoM ¢ KonuuecTBom Tpomborutos <50x10%/n ceunerenn-
creyer o poise VWF:GPIb B passutuu tpombouuronenuu npu cencuce.
Cumskenne konnentpaunn ADAMTS13:Ag B rpynne GonbHbIX cencrcom
¢ komudectBom TpomboruTos >150x10%/n CBUJIETEIBCTBYET O €€ IIOBBI-
LIEHHOM NOTPebIEHNH BCJEACTBUE PEry/ISTOPHOIO BO3AEHCTBUS Ha KOH-
dbopmanmonno axrusnsie myasrumepst VWFE. Coxpanenune nocraTouHoit
axtusHoct ADAMTSI3 y GobHBIX CENCHCOM MOXKET PACCMATPUBATHCS
KaK OfANH M3 MEXaHMU3MOB, KOMIIEHCHUPYIOIINX BBICOKYIO KOHLEHTPALUIO
u pyHnxumonasbHylo aktusHocts VWF 1 oTHOCcHTenbHBIH KOMMUecTBeH-
ubtit gepunur ADAMTSI3:Ag. Craructuueckn 3Haummoe yBeaudeHue
nokasareass ADAMTSI3:AB y GonbHBIX CENCHUCOM CBUETENBCTBYET
o Gonbmom komuuectse koHdopmanuonHex nepexosos ADAMTSI3
B akTUBHYI0 (OPMY, HEOOXOAMMYIO [JIsl AHTUTPOMOOTHYECKOrO BO3/eN-
CTBUS Ha aKTUBHBIE MyabTUMepbl VW E.

3axmouenne. [losmydeHnble pesysnbraTel IPOAEMOHCTPUPOBAIN
MeXaHM3MBbl ODecreyeHMsl reMOCTATHYECKOIO pPaBHOBeCHs y 6OJbHBIX
CerncucoM.

Oumutpuera O. C., 3o3yna H. U., Open E. b.

KOPPEKIISI TPOMBOTUYECKUX COCTOSIHUY TP JEOUINTE AHTUTPOMBUHA III
DreY «<HMULU rematonorums Munsgpasa Poccum

Beepenue. [ledunnt anturpombuna II1 (AT III) menee 60% conps-
>KEH C BHICOKMM PUCKOM PasBUTHS TPOMOOTHUECKUX COOBITHIT U aKyIIep-
ckux ocaoxuenuit. Bpoxpennwiit pedunur AT III ssaserca pemxoit
narosiorueii, yaiie BCTpedaeTcs NpuobpeTeHHas HEAOCTATOYHOCTb M3-
3a CHM>KEHUsI CHHTe3a, MOBbILIEeHHOi notepu unu notpebaenus AT 111
BaskHa cBoeBpemMeHHas! AMArHOCTHKA AAHHOTO TpoMbGoduIMUecKoro co-
CTOSIHMS € LeJIbI0 NPOMUIAKTUKY SKUZHEYTPOXKAIOLMX OCI0XKHEHUIA.

Iens paGoTsr. Onucars TaKTUKY BefileHMs MallUeHTKM C IpuobpeTeH-
ubim aepunnrom AT 111 c onpenenenvem nokasanuii k npoBefeHUIO 3ame-
crurenbHoit Tepanuu koHueHTparom AT I11.

Marepuanst u meroast. [Ipencrasnen kaunnveckuii cnyait BeneHus
nauuentku ¢ aedpunntom AT 111 Bo Bpems GepemeHHOCTH U TPU BHIMOJ-
HEHUU KapAUOXHMPYPrUYECKO ONepaluu B YCIOBUSAX UCKYCCTBEHHOIO
kposoobpamenus (UK).

Peaynbrarer u obcysxnenue. [lanuentke Y. B 14 ner guarnocru-
poOBaHa KaBepHO3Has TpaHCOpMallusi BOPOTHOH BeHbI, OCJTOXKHeHHAs
Tpom6o3oM ¢ pOpMUpPOBaHUEM BHENEUEHOYHON MOPTAJbLHOI runeprTeH-
3uM (CrIJIeHOMerasusl, BApUKo3Hoe pacmupenue el nuuiesoaa (BPBIT)
2-3 cr.). HanoxeHn cruleHOpeHa bHBIM LLYHT, B PE3yJ/IbTaTE 9€r0 YMEHb-
LIMJIMCh pasMepsl cesedeHKU U crerneHb BoipaskeHHocT BPBII no 0-1.
Bnepsbie nanuentka obparunacs 8 HMUILI remaronoruu s 28 ner ¢ ors-
FOLIEHHBIM AKYLIEPCKUM aHAMHE30M (CaMONpPOMSBOJIBHBIA BBIKH/BILI
Ha cpoke 18 nenens B 1 Gepemennocts). lannwix 3a antudocdonunua-
HbIIf CUHAPOM, reHeTHUecKy1o Tpombodumio, muenonpoandepaTusHbie
sabosesanus He Gblio. CoxpaHnsinacsk nocrrpomboruueckas obnurepa-
uus BopoTHOH BeHbl. 1o anacromerpun nevenn — F3-F4 no Merasup,
B koarynorpamme cuuskenune AT III 56%, nporemna C 49-61%,

cbyr6p1/moreHa 1,28-1,64 r/x, HPOTPOM6IAH8, 69%. C momeHTa moaTBep-
>KJleHUsl BTOpOIl OepeMEHHOCTM Ha3HaueHa AHTUKOATYJISHTHAs MpO-
¢unaxkruxka HMI. B 11 negenn GepemeHHOCTH — yrposa BBIKM/bILIA
c obpasoBanuem perpoxopuanstoit remaroms! (PXT'), cumskenne AT 111
no 38%. Ilposogunace samecturensuas repanus xonuenrparom AT 111
(2 BBenenusa no 15 ME/kr), rpancdysus 2 nos C3II ¢ nosbimennem AT
111 no 66%. Ha cpoke recranum 23 Hen. BBIABIEHO paclIMpeHNe KOPHSI
aoptsl 6e3 nokasaHuii K onepanyuu. YUUTbIBask KAPAMOJOTMUECKY IO Ma-
TOJIOTMIO, HAa CPOKe 32 HeJ. BBINOJIHEHO KecapeBo cedeHwue. Ilpu popmo-
paspeuwenuu BeneH konuenrpar AT III 16 ME/kr ¢ pocrmxenunem AT
III 71%. Ipodunaxtuueckas repamuss HMI Grina nponnena mo 6 Hen.
nocse pogos. Uepes mosropa mocje pogoB B CBsI3M C PacClanBalomieii-
CSl aHEBPU3MOIi A0PTHI MalLlMEHTKe OblJa BBINOJIHEHA 3KCTPEHHAsI oNepa-
uus — nporesuposanue Bocxopsueil aoprst B ycaosusax VK. IIpenapar
AT III B gose 156 ME/kr/cyr BBOAMICS B AEeHb OmEpaLyuu U B TeYeHHE
Hezneau nocJe onepauuu. Yepes 4 yaca nocae onepauuu AT 111 — 60%,
yepes 4 cyrox — 82%, uepes negenro — 85%.

3axmrouenne. [lpu Gepemennoctu y nanuenrtox ¢ peduuurom AT
III umeercs BricOKMit puck oTcioiiku nuanenTtst ¢ norpebnenuem AT 111
B obaactu PXT. [Torpe6bnenne AT 111 npoucxoaut raxske Bo Bpems poios
npu otpesnenuu muauentsl. C uesblo GraronpuatHoro ucxopa bepemeH-
HOCTHU U POJIOB HEOOXOAMMO NPOBOAUTD He TOJIBKO TPOMOONPOPUIAKTUKY
HMI, Ho 1 cBOeBpeMeHHYI0 3aMECTUTENBHYIO TEPAIMIO KOHIEHTPATOM
AT II1. Kappnoxupypruueckas onepanus B ycaosusx VIK raxoxe asnser-
CS1 IOKa3aHMEM K IIPOBEIEHNI0 3aMECTUTEIbHON Tepany KOHLEHTPaTOM
AT I11. B ciyuae orcyrersus konnenrpara AT 111 Boamoskna Tpancdysus

C3I1 us pacuera conepxanmsa | ME AT Il na 1 ma C3I1.

Omutpuesa E. A, Kucnosa M. 1.2, Mapkosa E. E.2, Ko63es tO. H.2, Bugepman b. B.3, Cypapukos A. b.°, O6yxoea T. H.3,
Pumawesckas E. B.!, Mrywkun B. B.!, Hukutun E. A

PE3YJIbTATHI IEUEHNM S ITAITMEHTOB C PELIUAVUBAMU XJIJTI UBPYTUHUBOM: AHAJIN3 457 CIYUYAEB
'TBY3 «KB um. C.IN. botkura 13M», PIEOY AMNO «PMAHMO Munsgpasa Poccuus, 2MBY3 «TKB um. C. . botkuna A3M», *®IBY «HMULL rematonorum» Munsgpasa Poccuu

Bsepnenue. B nocnennue roapt ony6nnkoBaHbl peaybTaTbl UCCAERO0-
BaHUH, IPOBEJACHHBIX Y MAIMEHTOB C PELMAMBAMU X POHUYECKOTO J'[l/IMCl)O-
neiixosa (XJLJT), Ho onTumanbHbIA BHIGOP Tepanuu nepBoro U MocJesyo-
mux pennausos noka He sceH [Munir T, 2019; Fraser G., 2020; Kater A.,
2020]. [aunbie peanbHON KIAMHMYECKOH MPAKTUKU 10 d¢deKTuBHOCTH
1 6e30MacHOCTH HOBBIX BADMAHTOB JeUeHMs, B YACTHOCTH MHTUGUTOPOB
BTK, nosBosnsior jy4iie NOHATH ONTUMAJIbHYIO CTPATETUIO JIEYEHUS pe-
muausoB XJIJI.

Hens paGorbr. Ouenurs Bpemst mpebuiBanus na tepanuu (BHT),
IpUYMHBL IpeKpaleHus tepanuu, obmyio seokusaemocts (OB) u npe-
AMKTOPHI 0TBeTa y nauuenTos ¢ peunansamu XJ1JI, nonyuawomumu nbpy-
TUHUO.

Marepuanst nu meronst. B nccieoBanue BKI09aIMch nanneHTsl ¢ pe-
nuausamu XJIJI, Hauasune nevenne ubpytunnbom420 mr/cyrc 01.08.2015
0 01.08.2022 8 BorkuHckoit 6oxpHMLE. Mo;lmbnkaunﬂ 7103 IIPOBOJMIIACH
COIJIACHO OMyO/IMKOBaHHBIM pekoMeHaauusaMm. B uccnegosanue Brioua-
auck manmenTsl, nonyvawomue anturena k CD20 (antu-CD20), npyrue
CXeMbl ObLIM KPUTEPUSI MU MCKII0ueHHsl. Bpems 1o cobbiTHS oLieHuBaI0CH
¢ ncnonbzosanuem meroga Kamnana — Meiiepa, a pasiauuus ouenusa-
JIUCB C UCTIOJB30BAHUEM JIOT-PAHTOBOTO KPUTEPHSL.

Peayabsrarer u o6cyxaenne. B uccrienosanue sratoueno 457 manm-
eHToB, meauana soapacta 67,7 ner (30 — 91), 60% — my>xuunsl. 58 na-
HUeHTOB notydaau ubpytunu6 ¢ antu-CD20. ¥V 135 nauunentos (35%)
us 385 nporectupoBaHHbIX OblIa BbisiBaeHa fAeneuus 17p, y 196 (80%)
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Puc.

us 244 — papuanr 6es myraumit IGHV (aM-XJIJT). Meauana 4dumc-
aa nuuuit Tepanuu B anamuese 3 (1-15). 79 manuentos (17%) umenu
aHauMMble cepaeuHo-cocyauctole sabonesanus (CC3) B anamuese, 73
(16%) — caxapubiii nuabet, 33 (5%) — HBs-anturen. Mepuana speme-
Hu Ha tepanuu — 35,4 mecaua, OB — 52,1 mecaua. Cambimu yacToimMu
IpUYMHAMU NpeKpalleHus JedeHus Obaiu nporpeccus (456%), cmeprts
or COVID-19 (14%) u apyrux npuuun (6%) (rabsa.). Cobbitus, noren-
LMaJbHO CBs3aHHBIE ¢ Tepanueil, Habmoganucs B 21% ciyuaes, nndek-
uuu 6uin Hauboslee pacnpoCTPaHEeHHOH NPUYMHON NpeKpalleHus pH-
ema (9%), aputmun u remopparnyeckue ocnoxxHeHus: — B 2% ciiyuaes.
Xynwee BHT accounuposanoch ¢ 6onbmmM 4ucIOM JUHUI Tepamuu
B anamuese (OP 0,7, 95%AN 0,5-0,9, p=0,002) u neneumeir 17p (OP
0,71, 95% A1 0,54-0,94, p=0,036), tMXJIJI u cragusa no Binet ne Baus-
gu va BHT. BHT 6su10 3HauntensHo Xy>Ke y MalUeHTOB C AeJenueit
17p no cpasuenuio ¢ rpynmnoit nosuuero penupusa (OP 0,58, 95%/111
0,39-0,85, p=0,01) n npu panHem penuauBe MO CPABHEHUIO C TO3AHUM

peunpusom (OP 0,63, 95% 11 0,45-0,87, p=0,01). Xynmmii
[IPOrHO3 MMeJX NMauueHTsl ¢ cunapomom Puxrepa (puc.).
BHT B rpynne pannero peunausa u gesnennu 17p ne pasiu-
vanuce. OB 6bl1a focTOBEPHO XysKe y MALMEHTOB CTaplie
76 net (OP 0,568, 95% /111 0,39-0,84, p=0,005), ¢ caxapubim
nuaberom (OP 0,7, 95%[111 0,48-1,0, p=0,047) u nanuuuem
HBs-aunrurena (OP 0,7, 95%/11 0,48-1,0, p=0,042). CC3,
nenenus 17p u tM-XJ1JI He Bansan Ha BBLKNBaeMOCTb.
3axmouenne. Y mnauuentos ¢ penupmsamu XJLJI
OCHOBHOH IIPUYMHON INpEKpPAIleHUs] TEPaluM SBIISeT-
csi mporpeccust. Pannuil peumaus mocne ummyHOXH-
MHUOTEPANNK U fAesenust 17p accouuupyrorcst ¢ XyAaumum
[POrHO30M U, TpebyoT aJbTepHATHBHOM
tepanuu. lludexunn ocraorTcs OCHOBHOI HPUYMHOI
CMEePTH W Ba>XHOM TNPUYMHON NpEKpalleHus Tepamuu.

BO3MO>XHO,

Hannuue conyrcreyromero CC3 He Bausier Ha mporHos,
a CepeuHO-COCYAMCTBIE OCIOKHEHUS PEIKO CILYIKAT IpPH-
YMHOM IPeKpaIleHUs TEPAIHH.

Tabnuua. MprunHbl NpekpaLLeHus Tepanuu

N %

Mporpeccus 123 45%
Cmepts o1 COVID-19 38 14%
Mudekumm 25 9%
TokeuunocTs 23 8%
lenaToTokcu4HoCTb 5 2%
ApnUtmnn 4 1%
lemopparuyeckne ocnoxHeHus 4 1%
CMepTb OT APYTMX NPUUMH 17 6%
Bropas onyxone 16 6%
Wucynet/TINA 9 3%
Annorennas TTCK 5 2%
Xenanue naumenta 2 1%
He nssectHo 4 1%

275 100%

Donckoe C. N, TanoHosa T. B.2, 3y6apesa J1. M.3

IMPOOUIAKTHUKA AJINTIOUMMYHU3AIIMN B TPAHCOY3NOJOI M U AKYIIIEPCTBE
'®reOY BO «MIMCY nm A M. Esgokmmosar, *PIrEY «HMULL rematonorums Munanpasa Poccun, *ONBY3 «Cmonenckuit LienTp kposi»

Beenenune. Hecmorpst Ha MHOrOsIeTHIOI MPOUAAKTUKY ATI0UMMY-
HU3aLUK B TPAHCQyY3UOJIOT MU U aKyLIEPCTBE, IPOBOAUMYIO TOCPEACTBOM
nopbopa kposu no anrturedam Rh-Hr, u BBenenus anru-D-ummynorso-
Gy1MHA pe3yc-OTpULATEIbHBIM OepeMEeHHBbIM >KEHLIMHAM, 4acTOTa aH-
tu-D-anturen cpenn nacenenus Poccniickoit Menepannn ocraercs BbI-
COKOM.

Ileas paborbl. YeTaHOBUTH NPUYMHBI HECOOTBETCTBUS OXKUAEMOTO
peayabTaTa TpOodUIAKTUKY AT IoOuMMyHU3anuu u pakruyecku Habmona-
€MOro, HAMETUTD Iy TH COBEPLIEHCTBOBAHUS CUCTEMBbI.

Marepuanst u meToabl. AHAIN3UPOBAIN YaCTOTY, CTPYKTYpy U AH-
HAMUKY aJJIOMMMYHU3AL 1N IOHOPOB, GONBHBIX U GepeMeHHBIX 3a EePUOA
2000-2022 rr. B 17 pernonax Poccuiickoit Mepepannnm or Konbckoro mo-
syocrposa no IIpumopcxoro kpas.

Peayanrarer u o6cyxaenune. Vs 5 516 013 obcnenosannnix 23 886
VMeNTM AHTUAPUTPOLMTAPHBIE aHTHUTena. Yacrora antu-D-anTtn-
ten ¢ 2000 no 2022 r. causunacs ¢ 80 no 40% y xenwun, ¢ 60 go 20%
y My>kuuH. Beisiaenst ycaosus, cnocobeTByomue BHICOKOH YacToTe aH-
tu-D-anTuren: HecoBnageHue AOHOPA M pPeLUIMEHTA 110 CJIa0bIM U map-
uuanpuabim popmam anturenos Rh-Hr; nepocrarounas nporexrusnas
aKTUBHOCTDb aHTU-D-ummyHornobynunos. [lns cosepuiencTBoBaHUSA CH-
cTembl NPOQUAAKTUKY aJTJIOMMMYHHU3ALMN HAaCeNeHUs] TPaHCY3UOHHO
ONACHBIMU aHTUreHamu spurpouutos B Poccuiickoit Menepannn nese-
coobpasHbl ciaeayowmue meponpustus. B obnactu remorpancdysuo-
noruu: uccaenosanue xkoddduimeHTa KOPPeISIMU MOHOKIOHATBHBIX
pearentos antu-D, -C, -¢, -E u apyrux ucnoassyemsix ans ¢enoru-
NUPOBaHUS JOHOPOB U PELUIIMEHTOB; BHEAPEHUE B MNPAKTUKY pabGoTbl
YUPpexeHuil CILy>KkObl KPOBU NMaHe 1€l CTAHAAPTHBIX 3PUTPOLUTOB U AH-
TUTEN AT UAeHTUPUKATMY TAPIUATbHBIX POPM AHTUIEHOB U METOMOB
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FeHOTUIIMPOBAHUS; BBEJEHHE CTATUCTUYECKUX IOKasdaresaeil pabors
YUPpex/IeHU I CILy kOBl KPOBU: MHIEKCA U CTPYKTY Pbl aJIJIOUMMY HUBALLUH,
% upenTuuHbIX remotpancdysuil; paspaborka auddepeHunposanHoro
MOAXOAA K MPOopUIAKTHKE aJIJIONMMYHU3aIUHU B peruonax Poccuiickoi
Depepaunu ¢ NperMyLIIECTBEHHO €BPONEOUHBIM U IPEUMY LIeCTBEHHO
MOHTOJIOM/HBIM HacesleHUeM. B 061acTu akyuepcTBa U HEOHATONOTHU:
paspaboTka METOLOB KOHTPOJS MPOTEKTOPHON CHOCOGHOCTH MMMYHO-
rnobyaunos antu-D, mpeaHasHadeHHBIX AJs TPOMUIAKTUKU aJIIOUM-
MyHHM3auuu GepeMeHHBIX >KeHIUMH; pas3paboTka yHHUBepcanbHbIX (1
n3bUpaTe bHBIX) UMMYHOIPOTEKTOPOB, GJIOKMPYOIUX aTJOMMMYHU-
sanmio TpaHcy3MOHHO OMACHBIMM AHTHUTEHAMH OPUTPOLMTOB, B TOM
YUCJ€ MOHOBAJIEHTHBIX (aHTI/l"K, aHTl/I"E) n KOMGMHMPOB&HH]}IX I/IMMy'
nornobynunos (autuD+K+E u antu-K+E+Mia, antu-Mur) nas npodu-
JAKTUKM aJJOMMMYHHU3AUUU B €BPONEOUHBIX M MOHTOJOMJHBIX MO-
Mynauusx; pazpaboTka crnenuduueckux TOJEPOTEHOB, GJIOKUPYIOIIX
aﬂﬂOMMMyHMSaLLMlO KeHIIH (OT l'lpeBeHLU/lVl AHTUTEJaMMM K BaKIU-
Hauuu anturenamu). LlesecoobpasHo Takske cozaaHue perucTpoB pe-
3yC-OTPHULATEIBHBIX PELUIMEHTOB U pe3yC-OTPULATEIbHBIX GepeMeH-
HBIX JKEHIIUH KaK mepBoro srana nudposusanuu B Tpancdysuosoruu
M aKylIepCTBE, MMEIOLIEro LEeblo AUCIAaHCEPU3aLMIo U U3y YeHUe TPy I
PHUCKa aJIJIOMMMYyHHM3aLUK; [POBEJEHNE PEry/sipHbIX COBMECTHBIX pa-
604MX COBELIAHWH UMMYHOreMAaTOJNOroB, TPaHc(y3UOIOroB U aKylie-
POB-HEOHATOJIOTOB /151 KOOPAMHAIMY UCCJIeL0BAHUH.

3axmouenne. Peanusanus ykasanHbIX HalpaBJeHUil TO3BOJUT MO-
BBICUTH Meﬂ”KO-COuVlaﬂbell‘/’l 3¢)¢)eKT FeMOTpaHC(i)ysVIOHHOﬁ n aKyLLlep-
CKOI HOMOIY, CYLIECTBEHHO YMEHBIIUT HETaTHBHYIO COCTAaBJISIOLLYI0
aTuX cdep MeJULUHCKOro 06CLy )KUBaHUS KAK UCTOYHUKA aJlJIOUMMY HHU-
3aIUu.



Mpunoxenne 1

Hopoxuna E. K., Mouceeea T. H., Kospuruna A. M., Wynneuoea U. A., Yabaesa 1O. A.

ITPOTOKOJI TEPAITMY BOJBHBIX HOAYJISIPHON JIMM®OMOM XOIKKIMHA C IMM®OWIHBIM ITPEOBJIAJTAHUEM
B 3ABUCHMMOCTHU OT HAJIMYHN A MOPO®OJIOTUYECKOT'O ®AKTOPA HEBJATOITPUSATHOI'O ITPOI'HO3A

PreyY «<HMULL rematonoruun» Munsgpasa Poceum

Beenenne. Honynsapuas numdoma Xopxxuna ¢ numdonnnbim npeob-
napanuem (HJIXJIIT) — penkoe unponentroe sabonesanue (1:1 000 000
HACeJIEHNs B TOAL), AMATHOCTUYECKME KPUTEPHH /ISl KOTOPOTO OMpEsiesie-
uet B 2007 r. B Hacrosiuee Bpems, B CBA3M C PEAKOCTBIO HO30JIOTHMH, MOJ-
XOZbl K JIEYEHWIO He paspaboTaHbl, HET PaHAOMHU3MPOBAHHBIX MCCIIEN0-
BaHUI U JaHHBIX 00 9 PeKTUBHOCTH PABIMUHBIX PEXUMOB Ha KPYIHBIX
koroprax 6osnpHbiX. DakTOpPH NPOrHO3a He BbIiEIEHbI U /TSl ONpeaeeHUs
TAKTMKHU TEPATIMN PEKOMEHAYeTCS MHAMBHUAYa bHbIA moaxon. B HMMUILL
reMaToIOrMU Ha OCHOBAHUM aHAIN3a COOCTBEHHBIX AAHHBIX Mopdonorun
6uonraros u peaynsratos Tepanuu Gonsubix HIIXJITI cratucruvecku sua-
4MMO MOKasdaHa HeOOXOAMMOCTD yueTa Haan4usi MOpgoIornieckoro Pax-
topa nebaaronpusaruoro nporuoza (MMOHIT) — THRLBCLIike yuactios
nuddysnoro omyxonesoro pocra u ux npeobaaganus (>50% ot niouaan
cpesa) B cybcTpaTe OMyXoJM Npy BeIGOpe MHAYKLMOHHOM Tepanuu.

Lean paGorbr. PazpaboTka onTHMAaNbHOIO MPOTOKONA MH/YKIMOH-
Hoit repanuu 6onpubix HIIXJII B saBucumoctu ot naauuus MOHII.

Marepuanbt 1 meroasl. BbimonneH aHaaus pe3yJbTaToB Tepanuu
150 6Goabubix HJIXJITI, koropbim nposopunacs tepanust 8 OI'BY
HMMUILL remaronorum B 2010-2022 rr. B 3aBUCMMOCTM OT HAAUYUS
M®OHII. I'pynny 6es MDHII cocrasuau 87 (58%) 6onbHbIx, ¢ HamMunem
MOHIT — 63 (42%), uz nux npeobaananne THRLBCL-like yuacTkos
(>50%) B cy6crpare omyxonu — y 32 (21%) GoabHbIx.

Peayabrars: u oocyskaenune. B rpynne 6es MDHII 5-netnsist 6ecco-
6urruiinas (BCB) cocrasuna 756%, obmas seiskusaemocts (OB) — 99%: ny-
yeBoe 1 oneparusHoe sedenre — y40%, xumnorepanus npumenenay 60%
6osbHBIX, ¥ Beex gocrurHyTa nosnas pemuccus (I1P), saperucrpuposano

17 peuuausos, Bce nosanue (mocse Tpex JeT). YUNTHIBas WHAONEHTHOE
TeueHUe, 6JArONPUSTHBINA NPOTHO3, & TAKKe BO3ZMOKHOCTb MO3[HUX pe-
LUAMBOB, LEeJbI0 TEPAIIMU B 9TOH IpyIe GONbHBIX SBISAETCS JOCTHIKEHUE
anurensHoi [TP npu muHMMaNbHOM TOKCMYHOCTH: MPH JIOKAJIBHOM MOpa-
KEeHUUu — Ha6ﬂl’0ﬂeHVle, ﬂy'—[eBaH Tepal'll/lﬂ; l_lpl/l paHHMX nu paCHPOCTPa'
HenHbix cragusax 6es bulky — 4-6x RB, npu bulky — 4-6x R-ABVD +/
ny4eBast repanust. B rpynne ¢ nanmanem MOHIT (<50%) 5-netnas BCB
n OB cocrasunm 68 u 100% coorBercTBeHHO. YunThIBas arpeccuBHOE
teuenue (90%-npopsunyrsie craauu), neapdexrusnocts R-CHOP —
MOX00HBIX pesxxumos (BCB-50%), ¢ uensio pocrmoxenus I[P u npepor-
BpAllleHUs] PAHHUX PELUNBOB, PEKOMEH/YeTCsl MHTeHCU(PULMPOBAHHAS
unaykumonnas tepanus — 6x R-BEACOPP-14+/— nyuesas repanus.
B rpynne ¢ npeo6aaganuem M®HII (>50%) 5-1 BCB u OB cocrasunn
32 u 68% cooTBeTCTBEHHO. YUMUTBIBasI ATPECCHBHOCTD TEUEHHUS], MAJLYIO
addexrusnocrs cranpapraoit XT (BCB na R-BEACOPP-14 — 44%,
na R-CHOP — 29%), Boicokuit puck pannnx peunnusos (60% B Teuenne
1 l—‘olla,), AJIsd TallMeHTOB }laHHOI‘/Jl prl_ll_lbl l‘lpe}lnar‘aeTCH MHTeHCH¢)HKauMﬂ
JleueHMs 3a CUET BKJIOUeHMs HuBoiymaba B nepsyto auHuio Tepanuu (b
Nivo-R-BEACOPP-14). Ilpu noctuixeHuu mnoiHoro orsera nocie 6-ro
Kypca — HpOBe/ieHUe MOAAep)KuBawLieil Tepanun Husonrymabom 40 mr
1 pas B 2 Hepenin B TeueHME 6 MecsALEB.

3axmouenne. Ilpumenenue puddepenunuposannoro mnopxopa
k Tepanun Ha ocHoBauuM Hamnuust MOHII nossoaser moctnus makcu-
ManbHOH 2 eKTUBHOCTH B HeOIArOPUSITHOH rpy e GOMBHBIX U COXPa-
HUTb pe3epBbl KPOBETBOPEHMS 3a CYET MUHMMAJBHOIO BO3JEHCTBUS
6e3 norepu a¢pexTUBHOCTH B TpymIe 6JarONpUSTHOrO IPOrHO3a.

Ay6os B. C., Cnoboperiok M. C., CepebpsHckas A. B.

KJIVMHUYECKUY CJIYYAIN YCIIEITHON TEPAIIMU MOHOMOP®HOM SIUTEJIUOTPOIIHON T-KJETOUYHOMN JIUMDOMBI
KNIIEYHIKA ITIOCPEJCTBOM BHE/JIPEHISI BPEHTYKCUMABA BEJJOTUHA B IIEPBYIO JINHUIO

[BY3 «KKB N2 2», r. Bnagneoctok

Brenenue. Monomopdnas BIIUTEIMOTPOIHAS KUIIeyHast
T-xnerounas numcpoma (MEITL) arpeccusnas mepudepudueckas omy-
XOJIb M3 MHTPASMUTENNATbHBIX TMMPOLUTOB, cocTaBasiomas menee 5%
BCEX JKeNLy[AOUHO-KUIIeuHbIX JuMdom. 3abonesanue yacto aebroTUPY-
er nepdopaumeil MM KULIEYHOH HENPOXOAUMOCTBIO, GONBIO B 5KUBOTE.
[Ipu cranpaptubix noaxonax (CHOP-nono6ubie pexxumbl) meauaHa ob-
el BEI)KMUBAEMOCTH obbIgHO cocraBasier meHee | roma. CormacHo mex-
AYHapOAHBIM HAy4YHbIM MCTOYHUKAM B Ka4eCTBE N€PBOM JIMHUYU Tepanuu
nas mosonbix nauuentos ¢ MEITL moxer 6biTh pekomMeHIOBaHA BBICO-
KOJI03HAsl TEPANUS C ayTO/AJJIOT€HHON TPAHCIUIAHTAIMEN KOCTHOTO MO3-
ra B IIepBOii JIMHUM, OHAKO JaHHble orpaHuyeHsl. [loaTomy akTyanbHOM
npobieMoii ocTaeTcsl MOUCK MEPCHEKTUBHBIX METO/OB JIeUEHUs], OMHUM
U3 KOTOPBIX SIBJISETCS paHHee BHEJPEHHUE TAPreTHOro Tpenapata OpeH-
tykcumaba senoruna (BV) B nepsyto nunuio.

Puc. 1

Ieas paGorsr. Ouenuts addexrusHocts BHeapeHus BV B nepsyio
nunnio repanun MEITL.

Marepuanst u metopst. [lpescraBurs kMHMUecKuit ciaydaii yeneiu-
Hoi Tepanuyu nauuenta ¢ MEITL nyrem KOMOWHAINY WHTEHCUBHOMN XU-
MMOTEpAInN C TapreTHbIM npenaparom BV.

Peaynbrater u o6cyxaenue. [lanuent, 49 ner, B xonue mas 2023
roga Gbl1 9KCTPEHHO TOCHUTAJN3UPOBAH B XMPYPru4ecKuil cTaluoHap
¢ >kanobamu Ha peskylo 6onb B skusoTe. lIpu NpoBegeHUM KOMIIbIO-
tepuoit Tomorpadpuu (KT) opranos Gpromnoit nonocru (OBII) sbisis-
neno mepdopuposanHoe 06beMHOe 06pasoBaHue B MPOEKIUU CBSA3KH
Tpeiitna mexxay metnistmu TOHKOM Kuku pasdmepamu 123x1256x83 mm.
IlpoBenena pesexuus TOHKOW KUIUKU € OILyXOJbK, THCTOJOTUYECKOE
MCCIIeloBaHUe BBISBUIO MHPUIBTPALMIO CTEHKM KUIIKU OMyXOJEeBBIMU
aumbonuramu. [lanpreiimee oGcaefoBaHNe MPOBOAUIOCH B YCJOBU-
X reMaToJIOTMYecKoro otaesenus r. Bimagusocroka. [lo mamHbIM MM-
mynorucroxumudeckoro uccaegosanusi, KT OBII or uiona 2023 ropa

Puc. 2
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nanuenty ycranosien guarnod MEIT-numdombl, nporexaromeii ¢ nopa-
>keHMeM 3a0prOMMHHBIX TuMPOoyaaos (pasmepamu g0 8 mm), renartoc-
JeHoMmeraueil (KOCO-BepTUKANBHBIN pasmep nevenu 249 mm, cenesenka
121x70x171 mm), HanM4YMeEM OCTATOMHOMN OILyXOJIM MOAB3AOMIHON KULIKN
pasmepamu 23x29x63 mm. Okcnpeccus CD30+ B omyxonu cocrasuaa 5%
xnetok. [Ipunumas Bo BHumaHue Bapuant 3aboseBaHus, MOJOLOH BO3-
pact nanueHTa, skcnpeccuo omyxosnessimu kiaerkamu CD30+, npunsaro
peuenne o nposeaeHun tepanuu no nporpamme mNHL-BFM-90 ¢ no-
Gasnenuem Gpentykcumaba sesotuna. B uione-urone 2023 ropa npose-
neHbl 6Joku B u A ¢ BBeleHreM MOHOKJIOHAJIEHOI'O AHTHUTEIA, 0e3 3HaYu-
mbix ocnoxxnenui. I1o pesynbraram xourpoasnoro KT OBII or 26 nrons
2023 roma oTMeYeHa MOJIOKUTENbHAS AUHAMHUKA B BUAE OTCYTCTBUS

JOCTOBEPHBIX PU3HAKOB HAJIUUYMS 00pa30BaHUS MOAB3/OMIHON KULUIKH.
B asrycre 2023 ropa nposenen 3-it kypc tepanuu (6aox B) ¢ Briioue-
nuem BV, ns ocnoxnennit — ¢ebpunbnas HeiiTponenuns. Yuutsisas 10-
CTUTHYTBIA OTBET, IPUHSATO PELIEHUE O AeICKATALUM TEPAIMU — IPO-
Begenun sakaouurenstoro kypca BV+CHOEP. B cenrabpe 2023 ropa
10 OKOHYAHUU Ky PCa BbIIIOJHEHBI KOJIOHOCKONUS, 930(aroracTpoayose-
HOCKOIUS, MO3UTPOHHO-3MUCCUOHHAS TOMOrpagus: JaHHBIX 3a OILYXO-
JleBOe TIOpajkeHUe He BBISBJIEHO, OTBET PACLleHeH KaK MOJIHAs PeMUCCHUs
3abosieBaHus.

3axuouenne. [[anHoe KaMHUYECKOe HAOJIO/IEHUE TIOKA3BIBAET BBICO-
Kyt a¢pdexrusHocts kombunanuu antu-CD30 ummyHoKkoHBIOTaTa ¢ MH-
TeHCHBHOM xumuorepanuei B tevenuun MEITL.

Oy6os B. C., Tansko A. B, fly6oe C. K.

YCIEIIHAS TEPAITMS PE®PAKTEPHOM PELIIVIBAPY IOILEN JAO®Y3HOI B-KPYITHOKJIETOYHON JTUMOOMBI
C IIOPAJKEHMEM LIEHTPAJIbHOV HEPBHOI CICTEMBI ITOCJIE MYJIBTUTAPTETHOM CAR-T TEPAIIU

[BY3 «Kpaesas knunmyeckas 6onbHuua N2 2>

Beenenue. B nacrosuee Bpems Habupaer akTyasnbHOCTb UCHOJb30-
BaHMe KJETOYHOH TEpanuu Ha OCHOBE XMMEPHOTO AHTMIEHHOTO peLer-
topa T xaerox (CAR-T) nns pedpaxrepropennausupyromux aumdom
(P/P). Onnaxko, ocraercs nepemenusim onpoc peaucrentaoctu k CAR-T
Tepanuy, a MMEeHHO NopajkeHue HeHTpasnbHoi HepsHo cuctemst (LTHC)
NpU peLMANBAX U IPOrPECCUPOBAHMHU 3a00IeBaHuUs.

Iens paGorer. Ouennts addexrtusnocts Tepanuu P/P quddysnoii
B-kpynnokaerounoit aumdonmoit (JIBKJI) ¢ nopaxennem LTHC.

Marepuans: u meropsr. [IpencraBurs knHMuecknit ciyqail ycrnem-
nott repannu nanuenta ¢ P/P JIBKJI ¢ nopasxennem LIHC nocae Tpoiinoit
CAR-T-kerouHo# Tepanuu.

Peayabrarst u o6cyskaenne. Mysxcuuna 32 snet, nebror 3abosesanus
B asrycre 2020 ropa. [uarnocruposana Monnukynapuas numpoma 3A
LLUTOJIOTMYECKOrO TUHa ¢ 0bpasoBaHueM 0ObEMHOrO KOHIJIOMEpATa Leid-
ubix aumdarnyeckux yanos (JIY), ¢ nopaxenuem xoabua Banbpeiipsr,
sucnepansubix JIY. Ilposepeno 4 xypca repanuu nmo cxeme RCHOP.
Orser He gocturhyT. [lanee 6es3 [o0CTHKeHUS] OTBETA IPOBeAiEHO 2 Kypca
RDHAP, 2 kypca RB, pocturnyt wactuunsiit orser. [locae nposenenus
B 2022 r. AyTo-TT'CK saduxcuposano nporpeccuposanue. Tepanus kyp-
camu R-GemOx Ne 3, GVD Ne 1 taksxe 6es appexra. [Tanuent obparuncs

Puc. 1
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B kannuky Kuraa gnsa nposenenns CAR-T kierounoit repanuu B uiose
2023 r. Muwensamu ans usrorosnenus CAR-T sbibpanst CD19, CD22,
CD79%. Cnycts mecsin mnocie unHdysuu OTMeueH HeMOJHBIA perpecc
OILyXOJIEBBIX OYAroB. YXY/ILIEHUE COCTOSIHUS Yepe3 3 Mecsila B BUJE [H-
IUIONMM, ATAKCHY, CHYDKeHMHM ciryxa. l'ocnuranusuposan B Kpaesoii re-
marosornueckuit ueHtp r. Baagnsocroka. Ilo nanHbiM maruTHO-peso-
HaHCHOM Tomorpadmn rososaoro mosra (MPT I'M) puarnocruposano
HOSIBJIEHHME OILYyXOJIEBBIX OYaroB B CTPYKTypE MPOLOJITOBATOrO MO3Ia,
HOXKEK MO3kedka pasmepamu 2,7x3,3 cm (puc. 1). YuursiBas coxpane-
HMe ouaros rumnepmetabonusma (HAAKIIOUMYHDBIE, MOAMbIIIEYHBIE JTHM-
datuueckue yssbl, nopaskeHue JErouyHOH TKAHM OMYXOJEBBIM MpPOLEC-
com 10 3,2 cM), BOBMOXKHOCTb JIEKAPCTBEHHBIX MPENapaToB MPOHUKATh
B LIHC, Bbi6pan pesxum repanun mR-NHL-BFM-90 + ubpyrunnb, 610k
C, B coueTaHMM C CUCTEMHBIM M MHTPATEKAJIbHBIM BBEAEHHEM HUBOJLYMa-
6a B nose 40 mr. Ha 7-if fens Tepanum ormeueH perpecc HeBpOIOrMUECKO
CHMIITOMATUKH, BOCCTAHOBJEHHME KOOpANHAauuY, ciayxa. Vs ocnoxuennit
TepanmMM OTMeYeHO pasBUTHe cercuca, BeizBanHoro Klebsiella pneumonia,
MMMYHOOIIOCPEAOBAHHON KO HOM Tokcnmunoctu. [lo nanaeim MPT I'M
[OCJIe KypCa Tepalluy BhISIBIEHbI €AMHUYHbIE yYACTKH TIM03a IPOLOJITO-
BATOrO MOBra U IIEPUBEHTPHUKYJ/ISIPHBIX OT/AEJIOB JIEBOM HOXKKHM MO3XKEIKa

Puc. 2



(puc. 2), noaHblii perpecc paHee NPUCYTCTBOBABIIMX U3MeHeHuit (puc. 3).
Takum obpasom, gocTurHyTa nonHas pemuccus sabonesanus. Ilo nan-
HBIM KOMIIBIOTEPHOI1 TOMOrpa( K OPraHoB IPYAHOIL KJIETKU TAK 5Ke OTMe-
Y€H MOJHBII pErpecc paHee ONMpPEAETIIEMBIX
omyxouesbix ouaros. Kourponsnoe MPT
I'M cnycrs 3 mecsina mocse BBITUCKU Tak
>Ke MO/ITBEP/MJIO COXPAHEHUE MOJHON pe-
muccuu. [lepuon nabnonenus sa nanuen-
ToM cocraBisier 4 mecsina.
3axiouenne. [lobasienue Taprer-
HBIX MPENapaToB, XOPOIIO MPOHUKAOUUX
yepes remarosHuedanuueckuii 6Gapbep,
K 6J10KOBOI Tepanuu siBasitoTCs 3 derTHB-
HOU onuuel B Tepanuu Helpo-peuI1uBOB.

Puc. 3

Mpunoxenne 1

Ocob6eHHOCTBIO Cilydast SBJISJICS NEPBblA OMBIT 9HAOMIOMOATBHOrO Bejie-
HUS HUBOJLyMaba C y4eTOM ero HelpeacKadyeMOCTH P NPOHUKHOBEHUU
uepes remarosnuedannueckuii Gapoep.

3sonkos E. E.', Ta6eesa H. I}, Tatapuukosa C. A, Bagmaxanosa [. C.!, Bugepman b. B.!, O6yxosa T. H.!, Koepuruna A. M.,
Cyaapukos A. B.!, Boronio6osa-Kysneyosa A. B!, Tanctan . M.!, Kononns H. E.2

BO3MOXKHOCTH CAR-T KJIETOUHO! TEPAIIMN ¥ BOJBHBIX ATPECCMBHBIMM B-KJETOUHBIMU TUMDOMAMU (ABJT)
13 TPYIIIIBI YJIBTPABBICOKOI'O PICKA C MYTALIMEN B T'EHE TP53

'PreY «<HMUL rematonorums Munaapasa Poccum, 2I'Y «PHILL onkonorm n meamumnckolt pagmnonorum um. H.H. Anekcanaposa»

Beepenue. Nnrencuduranus repanuu no nporoxosam R-mNHL-
BFM-90//IBM-04 nosposuia 3Ha4UTEIBHO YIyYIUIUTh PE3yIbTAThL Jlede-
mua ABJI. Opnaxo y 10-15% 6-x omyxosn octaetcs pedpakTepHoit nasxe
K 6JOKOBOI Tepamuu. DTO IPyMNa «yJbTPa-BBICOKOTO» PUCKA, /s KO-
TOpoi 5 PexTUBHBIX XMMUOTEPANEeBTUYECKUX IPOrPaMM 2 JUHUU HET.
EnmHcTBeHHO BO3MOYKHOI OMIIMe /15 JIeueHUsI 9TUX 0-X MOYKET SIBJISThCS
CAR-T repanusa. Opnako onsir npumenennss CAR-T pna neuenus sroit
MPOrHOCTUYECKHU KpaiiHe HeGIArOoNpHUATHON PPy MBI OTPAHUYEH eMHUY-
HBIMM HaOJIIOICHUSIMU.

Iens paGorsr. Ilpeacrasurs cobersennsiit onbit CAR-T Tepanun
Gonpubix ABJI, pedpakTepHbix K MHTEHCHBHOI GJIOKOBOI Tepanuu.

Marepuasst u meronst. C 2018 no 2023 r. repanuio CAR-T nonyuunn
116-xc p/p ABJL. Us nux y 4 B xauecrse 1 nunnu nposopnnacs 60KOBast
repanus: Ne 1 — JIBKKJL, non-GCB, nocne 2-ro kypca R-rmNHLBFM-90
C JIEHAJIMIOMHUJOM OTMEYaJCs POCT OIYXOJEeBOro 00pa3oBaHUsl MATKHMX
TKaHe! 6eupa, B kavectse 2-it nunuu nposened kypc DHAP c Genpgamy-
CTMHOM M TapreTHBIMU IpenapaTaMy ¢ KPaTKOBpeMeHHbIM addexTtom;
Ne 2 — HGBL,NOS B nepepoise nocse 2-ro xypca R-mNHL-BFM-90
C BEHETOKJIAKCOM oTmeyasics bpierpoiit poct onyxonu u JIT; Ne 3 — JIB,
nepeoiii Kype JIBM-04 nposopunu na done samectutenbHol MoueuHoi
repanun B cBsasu ¢ OITH, uepes mecsi nocsie okoHUaHMS JleueHN ST KOHCTa-
ruposana nporpeccus; Ne 4 — JIB ¢ soneuennem LIHC (ueitposeiixe-
MHS), TOCJIE IEPBOTO BBEAECHUS X | PasBUIICS CMHAPOM PacIaia OIlyXO0JIH,
OITH; nepssiit kype JIBM-04 nposoanau na done samecturensHoii mo-
Ye4HOl Tepanuy, 1epe3 Mecsl ocje okoHYaHus X1 pasBUINCh reHepa-
JIM30BaHHBIE CyJOPOrM B CBSI3U C Helipopeuupusom. Y Beex 4 GonbHbIX

ObLIN BbISIBJIEHBI IATOreHHble MyTauuu B rede /P55, y 1 — B coueranuu
¢ penenueit 17pl3 (raba.).

Peayabrarst u obcysxpenne. Y scex 4 6-x antu-CD19 CAR-T 6puin
nostydens yepes 10-12 nueit nocse cbopa nepsuunoit kyabstypsl T-kietox.
Iepen sBenennem CAR-T nBoe nauunentos nosy4anu caepsxusaouyyio X1
B KOMOMHALMM C TAPTreTHBIMU [PeNapaTamy, HaliUeHTy ¢ Heliposeiikemueii
BBINOJIHSIIM UHTpareKanbHoe BBenenne X 1. Henocpencrsenno nepen Bee-
nenvem CAR-T Bcem 4 6-m mposopunach cranaapTHas aumdoaenernms
(pynapabun 150 mr, unkaopochamun 1800 mr), npodunaxruka cun-
Apoma BbIGpOCca UTOKWHOB U HelporokcuuHocTu (ronuauaymab 600 mr,
neserupaneram 500 mr/cyr). [lepen seenenuem CAR-T y Bcex 6-x onpene-
JSUIMCh TIPU3HAaKW nporpeccuu 3aboseBanus: B-cumnromsl, nosbliueHune
JIAT, pocr n/ysnos, orpuuarenbHas HEBPOJIOTMYECKAash CHMIITOMATHUKA
y GonbHoro ¢ Heitposeiikemueil. B pesynsratre CAR-T tepanuu y 2 6-x no-
crurnyTa [1P, koropas coxpanserca na +21 n +8 mec. Y 1 — uepes 3 mec.
passuics peruaus. Eue y 1 6-ro B reuenue +2 mec. mocse seenenust CAR-T
OTMEYaeTCs I0JI0KUTeNbHas AnHamuKa, nianupyercs [IOT-KT.

3axmouenne. [lo HeaBHEro BpeMeHM TPAHCIIIAHTAIMS AJUIOTEHHBIX Te-
MOTIOTUYECKUX CTBOJIOBBIX KJIETOK SIBJISLIACH €IMHCTBEHHOM BO3MOXKHOM OII-
umeit pus jgedenus xumuopesucreHTHbx ABJI ¢ Hammunem myrtanmit B rene
TP53, onnaxo Gblia AOCTYMHA TOIBKO eAMHUYHBIM 6-M, Tak Kak GOJIBLIMHCTBO
norubasu B teuenue 1,5-2 mec. ot mporpeccun saboseBanus, He OKUB 10 pe-
KOHCTUTYLIMH SOHOPCKOTO UMMy HHUTETA. Biiaronapst KopoTkomy cpoKy npuro-
tosnenuss CAR-T, oTcyTeTBuIo HEOBGXOAMMOCTH POBEEHUS CEPIKUBAIOLIEH
tepanuu u Bbicokoii a¢pdexrusroctu, CAR-T rtepanus sisasercst HauGonee
NEePCIEeKTUBHON B JIeYeHUH O-X yJIBTPABbICOKOTO PUCKA.

Tabnumua. Xapaktepuctuka v pesynstat CAR-T tepanuu 4 60nbHbIX, pEe3UCTEHTHBIX K UHTEHCUBHOM TEPANMM

Mon/net HuarHos CUM, FISH TP53 MopaxeHue Mpepwectsylowas Tepanmus CAR-T Pesynbrat mec.
[OBKKJ1 non-GCB Masrkue Tkanu 6eapa, nogxenyaouras | R-mNHL-BFM-90+/Tenanua, DHAP+Monary-
1] M38 IVer IPI4 - mut* xenesa 3ymab, N6pyTnHnb CcD19 np+21
2| M.40 n CJ;IB”)M Mepectpoiika MYC/8q24 mut+ Meyensb, noyku, nnespa JIBM-04, L® CD19 Peu :AZF::BS 3
3| M35 e Mepectpoitka MYC/8q24 mut+ Kenynok, nouxn, HaanouesHmkm, JIBM-04, MNonatysyma6, Husonymab CD19 Mnp+8
Vet IPI4 nneBpa, MbllLbl, HEWPONENKEMUS
HGBL, tpance us ®J1 | Komnnekchsiit kapuotnn, | dell7p/ | JlumdbaaeHonaTus, cenesenka, kocT-
4 M34 IVt IPI4 t(14;18), amnn MYC/8q24, mut+ HbI MO3T, TUNepnenkoLnUTos R-mNHL-BFM-90+Benetoknake cb1o 4P +2
3osynsa H. U., Oumutpuesa O. C., Jluxauesa E. A, Mamneesa C. |O.
JKUBHEYTPOXAIOIMIME TPOMBO3bI ¥ MTAIIMEHTOB C HACJTEACTBEHHBIMU KOATYJIOTATUSMN
PreyY «(HMUL rematonorum» Munsgpasa Poccum
Beenenne. biaromaps nporpeccy B JledyeHMM Hacie[CTBEH- He SBJSETCS NPELUKTOPOM BO3HMKHOBEHMS TPOMOOTMYECKMX KaTa-

HBIX KOal"yJ’[Ol’laTl/ll‘/Jl l'lpO]lOJ'[)KI/ITeJ'IbHOCTb JKU3HU IIanueHToOB, I10-
Jydarwmux aA€KBATHYH 3aMECTUTEJbHYI Tepanui, colnocTaBuma
C O6IlleHOIIyJIHIIHOHHOﬁ. J_Ie(bI/IIlI/IT d)&KTOpOB CBEPTbhIBAHNA KPOBU

CTPOCb. AKTyaJ'[bHOﬁ ABJIAETCA np06nema npoBeAEHMU ST aHTMTPOMGOTVI-
4eCKOU T€panuu y NalueHTOB C TMIOKOATryJAAIMOHHBIMY HACJIEACTBEH-
HBIMUA Ha.pyIHeHI/ISIMI/I remocrasa.
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Iens paGoTsr. Onpenesnenue TAKTUKY TEPATIMH TIALIMEHTOB C HACTEN-
cTBeHHbIM AeduLUTOM PAKTOPOB CBEPTHIBAHUS KPOBU U TPOMOOTHYECKH-
MU OCJIOXKHEHUSIMU.

Marepuannt u meronpl. [lpencrasnensr onucanus 2 KIMHUYIECKHUX
CllyyaeB Pa3BUTHUS SKUZHEYTPOXKAIOLIMX TPOMOOTHUECKUX COOBITUH Y Ma-
LMEHTOB C HACJ/IECTBEHHbIMU KOATYJIONATUSMH, IOy YAIOLMMH 3aMECTH-
TebHY0 (PAKTOPHYIO TEPAIHIO.

Peaynerater u o6cysxaenue. [lanupent Y., 57 ner, remodunus B cpen-
Hel TsKkecTH. B cBSI3M ¢ pennanBamu skesTy J04HO-KMIIEYHBIX KPOBOTEUeHU
Hostyuas npoUIaKTHUECKYI0 TEPANUIO KOHUEHTpaTaMu (pakTopa CBepTb-
Banus kposu [X (FIX) c BBenennem npenapara 2 pasa B uen. B nose 20 ME/
kr. Komopbunnocts: aprepuasnbHas runeprenaust 3 cr., caxapHblii guaber
2 runa, oxupenue (MMT 39,9 kr/m?). 3a nepuon 2021-2022 rr neopHokpar-
Ho BakuuuuposaH Crytaukom V. B Ho;l6pe 2022 r. — oppluika, TUXOpaaKa
1o 39 °C, xawess. [Iposoaunocs obenenoBanme, JaHHbIE AMHAMUYECKOTO MO~
HuUTOpUHTra oTpaskensl B rabmuue. [uarnos TOJIA ycranosien uepes 25 aHeii
HOCJIE TIOSIBIEHUS! SIPKO-BBIPasKEHHbIX cumnTomos. [IpoBogunaces repanus
anukcabanom, daxropHas Tepanus ¢ BBefieHuem npenapara FIX B nose
15 ME/kr xaskablii 3-it nenb. Beupy neaddexrusnoctu anTuKOaryssaHt-
Hoit Tepanuu npodunaktuka FIX mpexpammena wepes 2,5 mecsua. B nepu-
ox ¢ anpess no uionb 2023 nposesensl 3 TpaHCIIOMUHAIbHDBIE GaJITOHHBIE
aHruomacTuky, ¢ oxrsabps nauara JIAI-cnenuduueckas Tepanust puoru-
CyaTOM I10 IOBOJLY XPOHUYeCKOH TpomM60omMboIuecKoil JIerouHol runepret-
suu. [laumenr B., 75 net, 6onesns Bunnebpanna, Tepanus koHueHTpaTamu
FVIIL+vWF no tpe6osanuio. 3 OHMK no nmemunueckomy tuny B 6accetine
IIpaBoii cpe/iHel MO3roBoii aprepuu (sHBapb, maii, uionb 2023 r.), I/IHCba.pKT
muokapaa neyrounenHod pasoctw, [IMIKC. MPT ronosnoro mosra Bbi-
TIOJIHEHO TOJIBKO Yepesd 2 Hepesn nocste nossiaenns cumnromarnkn OHMK.
Tepanus npenaparamu aueruncanuunnaosoit kucaorer 100 mr/cyr. C asry-
cra 2023 r. — kaAMHMKA OOIUTEPUPYIOLIErO aTepOCKIEpo3a H/KOHEYHOCTEH
C IPOrpecCHpOBAHUEM [0 FaHIPEHBI HaJIbLeEB JeBoi cronsl (puc.). [Boitnas
anTHarperanTHas tepanusa ¢ oktsiops 2023 r., crarunbl. Komopbunnocts:
6a3asIbHOKJIETOUHBIA paK KOXKY; apTepuaJjibHas runeprensus, 3 cr. [Ipornos
HebnaronpusTHbLL

3akmouenne. BosHMKHOBEHME BEHOBHBIX M ApTEPUAJBHBIX TPOM-
6030B y MAaLMEHTOB C HAC/IEACTBEHHBIMU KOATYJIOHNATHUAMHU BO3MOKHO

Tabnuua. Maunent Y, remodunus B. Ouarnoctuka u nevexne TIJ1A
Hos6ps 2022

KT opraHos rpyaHoi knetku [laHHbIX 30 NHEBMOHHIO HET

SxoKT CONA 31 Mmpr. cT.

Y3[I seH H/koHeuHoCTei! HanHbix 30 Tpom60o3 Het

TponohuH -
Imucemontas KT muokapaa -

AxtusrocTs FIX 5,6%

KoHuenTpat FIX 20 ME/kr x 2 pasa B Heg;

Jeyenne
GHTMKOGFYHHHTHGR Tep(]l'll'ﬂl He npOBOﬂHﬂOCb

*JIAT — nerouHas apTepUanbHas rUnepTeHsms

JIA — nerounas aptepus

CANA — cuctonuyeckoe AaBAEHUE B NETOYHOM APTEPUM
TNBA — TpaHcnioMUHaNbHAS 6ANTOHHAS AHIMONAACTUKA
FIX — dakTop ceepteiBanus kposu IX

«Tpom6-Hae3nHMK» B neBoM raeHoi JIA ¢ pacnpocTpaHeHnem Ha BEpXHEAONeBytO
1 HUXHEONEBYIO APTEPUM, CETMEHTApHbIE apTepum nesoro nerkoro S5, $6, S8, $9, S10

CONA 36 mmpr. ct.

Anukcaban 10 mr x 2 pasa B cyT — 7 aHe#, aanee no 5 mr X 2 pasa e cyT;
koHuentpar FIX 15 ME/kr kaxabiit 3-it peHb

1 B GOJIBIIMHCTBE CILydaeB COMpsKeHo ¢ komopbuaHoctbio. [Jluarnoctnka
TPOMBOTHUECKUX OCJI0KHEeHUIT oTcpoueHa. [Ipsmoil koppeasiunn mesxay
aKTUBHOCTBIO (PAKTOPOB M TPOMOOTUUECKUM PUCKOM He umeeTcst. B ciy-
4ae PasBUTHSI KUSHEYTPOKAIOLIMX TPOMOO30B POBeeHe aHTUTPOMGO-
TUYECKOii TEPATIMU JOJI*HO IPOBOAUTLCS B IIOJHOM 00beMe C KOppeKIueit
3aMeCTUTeNbHON (PaKTOPHOU Tepanmuu u obsisaTeabHBIM JaGOPATOPHBIM
KOHTPOJIEM.

Puc. Maument B., 6onesHb Bunnebpanpa. faHrpeHa nansbues nesoit cronmsl
BCNeACcTBME OBNUTEPUPYIOLLEro aTepoCcKNeposa

[Jleka6ps 2022 Mapr-okrs6ps 2023

Be3 puHammkm: coxparsietcs obwMpHoe nopaxekue
NEroyHbIX APTEPHH B NPEXHEM 0Bbeme

CONA 43 mmpr. ct.
Bes naronoruu -

OrpuuartensHbiit -

CTPeCC-MHJ:l‘/LLMpOBGHHHe HapyweHua ﬂep¢y3MM MHWOKApAQA OTCYTCTBYIOT -

3,6% 8,4%
TNBANe 3;

OTMEHA 3AMECTUTENLHON GAKTOPHOM TEpaAnMK;
yetseptas nonsitka T/IBA — 6esycnewro;
HQ4aTa TEPANUS pMounUryaTom

3otuua E. H., Xennosa E. U., Kapumosa E. A, Tpuwmna E. 1O, larnoeea [. 3., dkumew B. H., Kongpatses B. U., Crpekoea M. H,,
MNapamorosa E. B., lOcynoea 3. P, Pam K. A., Bapsx E. A, Aukos K. B., Muctopura E. H.

AYTOJIOTUYHAS TPAHCIIZIAHTAIIMS CTBOJIOBBIX KJIETOK KPOBH Y IOKMJIBIX ITAIIMEHTOB C MHOXXECTBEHHOI
MUEJOMOM: OIIBIT I'BY3 KB Ne 52 JI3M»

[BY3 «fopoackas knuHmndeckas Gonbrmnua N 52 13M»

Beenenne. AyTonornuHas TpaHCIJIAHTALMS CTBOJIOBBIX KJETOK KPO-
Bu (ayro-TCKK) aBasercs cranpaprom jiedeHMs NalMeHTOB C MHOXKe-
creenHoit muenomoit (MM) monoxe 65 ner. Ognaxo, poas ayro-TCKK
y HAaIMEHTOB MOXXMJIOro Bospacrta (265 neT) B 9N0OXy MOSBJIEHMS TaAKMX
HOBbBIX l'lpel'lapaTOB, KaK MOHOKJIOHAJIbHbIE aHTUTEJIA U MMMyHOMO}lyHH'
TOPBL, OCTaeTCs! CIIOPHOM.

Iennr paGorel. Ouenurs adpdexTuBHOCTs U 6E30MACHOCTb ayTO-
TCKK y no>xunsix nanuenros ¢ MM.

Marepuasnt u metoasl. B perpocnexkTnBHOe nccienoBanme BKIOYEH
21 nauuent ¢ MM (9 sxenmun n 12 my>xunn) B Bospacre ot 65 aer o 71
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ropa (meguana — 66 ser). Becem 6onpubim ayTo-TCKK 6b11a Boinonnena
B nepuop ¢ siuBapst 2015 r. mo uroab 2023 r. B orpesneHnn remarosoruu
u Bbicokonosnoi xumuorepanuu ['BY3 «'KB Ne 52 [I3M». Ha moment
nocranosku auartosza y 2 (10%) Gonpubix ycranosnena I crapus, y 8
(38%) naumenrtos — II crapusa ny 11 (62%) Goabusix — 111 cranus sa-
6onesanus (Durie-Salmon). ¥ 8 (38%) naunenTos BoisiBneHo HapylieHue
dynkuuu nouek, us Hux — 2 (10%) GonbHBIM NPOBOAMICS reMOAMANNS
Ha momenT BbinosHeHus ayTo-1 CKK. Beicoknii nurorenernyeckuii puck
nabmonancs y 6 (29%) nanuentos. MArkoTkanHble KOMIOHEHTBI BCTPE-

qanuce y 8 (38%) 6oabubix. Tanpemuas ayro-TCKK Boinoanena 10 (48%)



nauuentam, ognokpatnas ayto-TCKK — 11 (52%) Gonsueim. Ha arane
MH/JyKIUY BCE NALMEHThI IOJLy YW PEKMMBI XUMUOTEPAIMH C BKJIIOYE-
HueMm Gopresomuba u/unu nenanunomupa. Iocie saBepuenus uHAYKLUK-
onHoit Tepanun y 6 (29%) 6onbHbix gocTurnyta noanas pemuccus (ITP),
y 11 (62%) — ouenn xopowas yactuunas pemuccua (OXYP), 4 (19%) —
vqactuunas pemuccus (UP).

Peaynbrarnt u 06cysxaenne. PexxM KOHAMLIMOHMPOBAHUS Y MO U-
abix nanuentos ¢ MM pruouan mendanan B nose 140 mr/m?, v 12 (67%)
GOBHBIX C LeJbI0 yCUJIeHus TpoTusoonyxosnesoro sddexra k pexumy
KOHAMLMOHUpPOBaHus fobasasics Genpamycrun B gose 100-150 mr/m2
Bce nanuentst ycnemno nepenecnan ayto-TCKK, nerampnbix wucxo-
nos He 6buto. CpokM BOCCTAHOB/IEHMS KPOBETBOPEHMS B NOCTTPAHC-
MJIAHTALMOHHbIA NMEPUOA y HOKMJIbIX MALMEHTOB OBLIM COMNOCTABUMBI
¢ TakoBbimu y 6osnbabix MM monoxke 65 ner. Uncino neiixounTtos Bbiute
1,0x10%n nabmopanocs B cpexnem Ha +14 menb, umcso TpombouMTOB
sorme 50,0x10°%n — na +13 mens. Panuuit mocrrpancnianTanuonHbii me-
PMOJL COMPOBOXKAAJCS PA3BUTHEM TAKMX MHQPEKIMOHHBIX OCJI0KHEHUH,

Mpunoxenne 1

kak ebpunbnas neiirponenus (62%), myxoaut (29%) u nekpoTuveckas
anreponarus (14%). Cpeau cepbesnbix HHMEKLMOHHBIX OCJI0KHEHUH OT-
Mmevasnuch GakrepuasnbHas nHeBmoHUs (5%), BO3ZMOMKHBI MHBA3UBHbII
acneprusies gerkux (5%), kaocruauansusiit koaur (14%) u Gaxrepue-
must (20%). Ha +100 pens nocae ayro-TCKK y 10 (48%) nanuenros noa-
tBepxena 1P, y 5 (43%) — OXYP uy 2 (10%) Gonbubix — penuaus
MM. TIpogoasxurenbHOCTb HADIII0AEHU S 3a HALMEHTAMU T10CJIE 3aBepLie-
uus ayto-TCKK cocrasuna or b 1o 78 mecsues (mepnana — 30 mecsiues).
Ha momenT aHannsa faHHBIX 3apErMCTPUPOBAHO 2 JIETAJbHBIX MCXOAA,
HNPUUYMHOI KOTOPBIX 6blIO mporpeccupoBaHue szabosesanus. Meauana
ob1elt BhIXKUBaeMOCTH 3a nepuoy, HaburoaeHus He gocturnyta. Meauana
6eccobOBITUIHOM BBI)KMBAEMOCTH cocTaBuia 42 mecsiia.

3axaouenne. AyToSOrMYHAS TPAHCIUIAHTALUSI CTBOJIOBBIX KJETOK
KpOBU sBJsieTC dPQPEKTHBIM METOAOM JeueHUs MOMMJIBIX NAalUeHTOB
¢ MM. Tloxuno#i BO3paCT MALMEHTOB He OKA3bIBAJ OTPHULATETHLHOTO
BJMSHMSA Ha CPOK BOCCTAHOBJIEHMSI KPOBETBOPEHMUSI, YaCTOTY U TSKECTb
VlH(i)eKLll/IOHHbIX OCHO)KHeHV”‘/’l.

Kacesnos A. [1.
BE3OIMTACHOCTb AGEPE3HOI'O KOHIIEHTPATA TPOMBOIMTOB ITPU XOJOJ0OBOM XPAHEHU N

DIrBY «Poceuitckuit HayuHO-MCCIEROBATENLCKMIT MHCTUTYT rematonorim u Tparcdyaunonorun PMBA Poccums, Cankr-MNetepbypr

Beepenue. [nasubivu npoGiemamu npu TpancdysuoHHOH Tepanun
konuentparos Tpombouutos (KT) sBasiorca pucku BOSHUKHOBEHM S UH-
beKIMOHHBIX OCTOXHeHUH, CBSI3aHHBIE C OTPAHUYEHHBIM CPOKOM TOf-
HOCTH Tipu TemmepaType xpanenus +22:2 °C, a tax>ke HeE0OXOAMMOCTDb
UCIOJIb30BaHUS AMNAapaTypbl, obecneunBaloLleil HOCTOSHHOE OMELINBa-
Hue. B Hacrosiee Bpems BepyTcst macurabHble MCCIEOBAHUS C LEIbIO
BHe/IpeHUsI XOJI0foBoro xpaHenus tpombouuros (+4 °C) B npaxtuky
YUpeskaeHuil Cciy>kObl KPOBM, KOTOpPOe MUHMMU3MPYET BO3MOKHOCTDb
GakTepuasbHOI KOHTAMUHALMN.

Iexs paGotsr. PaspaboTka meTopnku X0n010BOro XpaHeHU s KOHIEH-
TpaTa TPOMGOLMTOB € UCTIOIb30BAHMEM J06aBOYHOTO PACTBOPA Ha OCHOBE
dbymapara narpus.

Marepuansr u meronpl. Martepuanom 4yl UCCAENOBAHMS SABJSINCH
KOHIIEHTPATHI TPOMGOIMTOB, 3aroToBienHbie metonom adepesa (Trima
Accel, Terumo BCT, Inc.) ot nonopos kposu, nognucasummx uudopmupo-
BaHHOE COIJIACHe Ha IpOBefleHHe NpoLeaypsl. B kauecTBe nob6aBo4HBIX
pacrsopos ([IP) ucnonbsoBanuce pacreop SSP+ u axcnepumenranpHbiii
nobasounstit pacteop ([IP3), conepxamuii bymapar narpus. Vayuens
NOKa3aTeJ Iy KayecTBa, MeTabOJMYeCKOM, reMOCTATUYeCKOM aKTUBHOCTH.
BKCIpECcCUsl MapKepoB aKTUBALMU U anonTtosa, MopgoJoruyeckue Mo-
kasarean 15 exmuun KT. Konrtpoas crepuiasnocTn npousBogumics my-
TEM 10CeBa B CTEPUJIbHOM GOKCe ¢ cobJIIoeHreM acenTHYeCKUX YCA0BU M
Ha 15-it nenp xpanenus. Konreiineper ¢ KT xpanunucs B xonogunpauke
AJs1 xpaHeHus kposu npu temneparype +4:2 °C. Komniekchoe nabopa-
TOPHOE MCCIIEI0BAHUE TIPOBOJUIN B eHb 3aroToBky, Ha 5, 10 u 15-i1 nenp

xpanenusi. Cratucruueckuii ananaus seinosanen B nporpamme Microsoft
Excel ¢ napcrpotikoit RealStatistics (by Charles Zaiontz) metonamu nena-
PaMeTpUYeCKON CTATUCTUKH.

Peayabrarst u o0cysxaenue. [lanHble NpoBeAEHHOrO UCCJE0BAHUS
CBUJ/IETEJIBCTBYIOT O COXPAaHEHUU adepe3HbIMU KOHLEHTPATAMHU TPOM-
GoLUTOB, 3aroToBJeHHbIMM Ha RobaBounbix pactsopax (PO u SSP+)
Y XPaHSIMMUCS B YCJIOBUAX [POJIOHTMPOBAHHOIO XOJIO0BOTO PEKMMa
(+4+2 °C B Teuenne 15 cyTok), pernameHTUPOBaHHBIX HOPMATUBHBIMU [0~
KyMeHTaMM IoKasaTeJeii kauectsa u GesonacHoctu. Knerounstii cocras,
[OCTATOYHBI ypoBeHb MeTaboJM3Ma W IeMOCTaTHYeCcKas aKTHBHOCTD
TPOMOGOLIUTOB COXPAaHSINCh Ha TPOTSIXKEHUH BCero nepuoaa Habmogenust.
Ipumenenue PO npu xononosom xpaHeHMM obecrneuuBaeT JLydLIylo
COXPAHHOCTB MCKOIUTOB U MeHbIIlee KOJMYeCTBO leTeHePATUBHBIX hopm
Ha BCeX Cpokax xpaHeHus B cpasHeHun ¢ SPP+. Poct mukpooprannamos
B KOHIIe CPOKa XpaHeHUsl He OOHapy keH HU B 0fHOI1 npobe.

3axatouenne. Paspaborannas MeToaUKa MpPOJIOHTHPOBAHHOTO XOJIO-
nosoro xpanenns (15 cytok) mpu remmneparype +4:2 °C adepesnoro KT
Ha 706aBOYHBIX PacTBOpaXx, MO3BOJISET COXPAHUTb KJETOYHbIH COCTAB,
ypoBeHb Merabosusma U (yHKLUMOHAJIBHBINA MOTEHLUA] TPOMOOLUTOB.
Pesynbrarer nccnepoBanus nossonsior ucnoabsosBars PO ¢ Brioue-
Huem dymapara HATPUS AJISl XPaHEHHUS] TPOMOOIMTOB TIPU TeMIepaType
+4+2 °C B Teuenue 156 cyrok. [Tonyuennsie nannble noguepkuBaioT HEeO00-
XOJMMOCTb Ja/IbHEeHIIero KOMIJIEKCHOTO N3y YeHNs! BIUSHUS XOJIO0A0BOTO
XpaHeHUs! Ha KOHILEHTPAT TPOMOOLUTOB /751 BOBMOKHOCTU ©e30MacHoro
1 5 PeKTUBHOrO KIUHMIECKOTO TPUMEHEeHU .

Kupuenko A. H.!, Motsiko E. B.!, Kyctoea [1. B., Eppemora E. B., LLlysaes B. A.2, Cugopkesuy C. B.!, MapteiHkeeuu U. C!

IMATOTEHHBIE U MYTAIIMM HESICHOTI'O 3HAYEHNS Y Ph-HETATUBHBIX ITAITMEHTOB C MUEJOITPOJUOEPATBHBIMI
HOBOOBPA3OBAHM MU

'Poceuiickuin Hay4HO-MCCNenosaTenbCkmii MHCTUTYT rematonoru u Tparcyamnonorun PegepansHoro meanko-6ronoruyeckoro areHTcTaa, 2Poccuickmii HayYHO-MCCNEAOBATENLCKUI
VHCTUTYT remaTonorin u Tpaxcdysuonorun PepepansHoro Meamko-61onornieckoro areHTcTea, Poccuickas MeamUmMHCKas aKaaemms HenpepLIBHOTO NPOGECCHOHANBHOrO 06PA30BAHNS

Beepenue. OcHoBuble mMyTanuu, BoOBJeueHHble B marorenes Ph-
HeraTuBHbIX Muesonpoaudeparusbix Hosoobpasosanuii (Ph-MITH),
6buim BoisBiennl B renax JAKZ, MPL w CALR v monyuunn nassanue
«ppaiiBepHble myTanuu». OQHAKO MCCIEAOBAHNS MOCAENHUX JIET IOKA3bI-
BAIOT, YTO TeHOMHBIH JaHAmADT TAKUX MALUeHTOB odeHb mupok. NGS
TEXHOJIOTHUS SBJSIeTCs] yA0OHBIM MHCTPYMeHTOM AJsi auarHoctuxu Ph-
NalLMEeHTOB, HO U CTaBUT HOBble Bonpocsl B natorenese Ph-MITH. Hapany
C 9THM HEM3YYEHHOH 0CTaeTCst poab myTauuii HescHoro sHasenus (VUS),
onpeneasembix B xone NGS.

Leas paGorer. Ouenuts BodmoxuocTu ucnosnszopanuss NGS B qua-
THOCTHKe M ONpejesneHUM ocobeHHOCTell Teuenus saboseBanusi y Ph-
MITH nanyeHToB Ha OCHOBE BBISIBJISIEMBIX IIATOTEHHBIX U MyTalUi HesC-
HOT'O 3HAYEHMUSI.

Marepuanst u meroast. B nccnenosanue riaroueno 57 manmeHnros
(19 my>xunn u 38 xenmun) B Bozpacre or 27 o 85 ner (Me=52 ropa).
Huarnos Ph-MITH 6bi1 panee ycranosnen y Bcex GombHbix: [TMO
(34/57), U1 (6/57), DT (17/67). Myrauuu B rene JAK2 6bina soisasrena
y 34/67, CALR — 11/57, MPL — 7/57, TpoiiHoit HeraTuBHBIH cTATyC —
5/567. Y Bcex malMEHTOB CEKBEHUPOBAHME BBIIOJIHSIOCH C UCIIOIb30BAHM-
em MuesongHON naneau us 121 renos co cpeaneii riy6uHol npouTeHus
200x nnn 1000x na npubope MiSeq (Illumina). I1pu ananuse nomsyuen-
HBIX [JAHHBIX MPUMEHSUICS 3% MOPOr YacTOTHI BCTPEYAEMOCTH AJJIEJs
(VAF). Knunuueckas 3HauMMOCTb MyTaliMii yCTaHaBJIMBAJIaCh MO 6asam
naaaeix COSMIC, ClinVar u Franklin. Jns ananusa sexuBaemocT uc-
noJsib30oBasu meron Kamimana — Meﬁepa C OLIEHKOM CTAaTUCTUYECKOM 3Ha-
yumocTu ¢ nomoinbio Tecta Koxkca — Manrena.
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Peaynbraret u ob6cyxpenme. Ilarorennbie myTanuu, HOMHMO
apaiiBepublx, Obuiu BoisBienst y 28/67 nauuenrtos (HMe=2). [lanubie renst
BBINOJIHSIIOT pasiuuHble (PYHKIUM — OINUTrEHETUUYECKOH peryssanuu
(ASXLI (12/57), TET2 (9/57), IDHI (3/57), EZH2 (1/57) SETBPI (1/57)),
cnnaiicunra PHK (SRSF2 (4/67), U2AFI (3/57), DDX5X (1/57)), nepe-
nauu curnana (CBL (1/57), EP500 (1/57), RAS-cemeiictso (3/57), APC
(2/57)) u pemopenuposanus xpomaruna (ATRX (2/57). Beuo mokasano
nocroseproe Bausuue (p=0,0103) pauupix myraumit nHa GeccobbiTHit-
HY0 BBDKHMBAEMOCTb COBMECTHO C APAHBEPHBIMU MyTALUSIMH IO CPABHE-
HUIO C IPYINNOH NALMeHTOB ¢ MyTalMsSMU TOJbKO B APABEPHBIX TeHaX.
IIpy 9TOM KOJIMYECTBO NATOreHHBIX MyTALUN TAKKE BJIMSET Ha IPOTHO3:
Yy TAaLMeHTOB ¢ 23 MyTausAMHU AOCTOBEPHO CHU)KaeTca beccobbrtuiinas
BoixkuBaemocts (p=0,0246) no cpaBHeHMIO € MALMEHTaMK C MEHBIINM KO-
snuecrsom. st rpynner nauuenros 12/57 korpa-n1mbo NPUHUMABIINX

Pykconntunu6, Gsuia nmokazaHa TeHAEHLUS K CHUXKEHUIO GeccoObITHIA-
HOI BBI’KMBAEMOCTHU /ISl TeX, KTO UMeJ 2 1 GoJlee NaTOreHHble MyTaLUU
(p=0,0847). ¥ 51/57 (88%) nauuenrtos 6binu seispaennt VUS (Me=3)
B 53 renax. AHHOTaIMS AAHHBIX TEHOB C OMOIIbI0 cepBuca gprofiler moxa-
3asa, uro 16/63 aBngTCa y4aCTHUKAMM PAa3IMYHBIX CUTHAJIBHBIX Iy TEMH.
Coueranne VUS B renax-yuacTHuKax CUTHaJIbHOTO ILyTH C APaiBepHOMN
unu naroreHHod myrauueil 6s110 pocrosepro (p=0,047) accounuposano
C CHUIKEHMEM Me/IMaHbl BpeMeHHU /10 IPOrpeccuu 3abosieBaHusl.

3akarouenue. [lannwre, npumenennn NGS-
TEXHOJIOTUY, MO3BOJISIIOT NOATBEPAUTD KJIOHANBHY0 NPUPOAY 3abonesa-
HUS U OLEEHUTD IPOTHO3 TeueHus 3abonesanus ais nauuentos ¢ Ph-MITH.
[lokasaHo BAMSIHME MyTauuMil HESCHOTO 3HAYEHMS B TeHAXy4aCTHUKAX
CUIHaJIbHBIX ILyTeil COBMECTHO € NATOr€HHBIMM MyTalMsAMU Ha I POrpec-
curo 3aboseBaHusI.

NOJIy4Y€HHbIE IIpU

Kucnoea M. U.!, Usanosa M. O.2, Nlapuna tO. B.%, Moxapckuit E. 0.4, Mutuna T. A.°, Bepesuna O. B.4, Bonkosa C. A7, Kyuma I. B.%,
Camapuua C. B, Xycannoea I. H.'"°, Tammepummnar 0. C."", Upiranok T. H.'2, Nlateinoea A. A.'3, Bykun 1. B.'*, Ckeopuos A.B.'%,
Xypaskos A. B.'®, Anekceesa [l. B.”, ly6oe B. C.'8, Kyaunoea WU. 0., Nentoxnna K.C.2°, 3ununa E. E.Z, BaxtuHa B. U."%, Jlio6uyenko M. A.?2,
Cemenos M. C.2%, Hepeabko tO. C.24, MaptuiHoea tO. 1.2%, Mawnesa E. A.25, Komapuesa E. 0.7, Crapukosa E. B.%, Banuk T. E.%,
Amutpuesa E. A3, Mrywkun B. B.3°, Hukutun E. A.3°

BEHETOKJIAKC B ITPOIPECCUY HA UBPY TUHUBE: PE3YJITATBI POCCUICKOTO MHOTOLIEHTPOBOI'O MICCJIEIOBAHNS

'TBY3 «[KB um. C.MN. Botkuna A13M», 2MCMN6IMY um. WM. Masnosa, *TKB N2 52 I3M, “TBY3 «MMKL, «<Kommyrapka» A3M, °TBY3 MO «MOHMKIN nm. M.D. Bnagmmmpckoros,
°Kadenpa tepanmu, rematonoruu u tparcysmonorn (PMKuMMB), PreOQY BO HIMY Munsapasa Pocein, “Kadeapa rocnutansHolt Tepanuu u obwelt spaiebHON NpakTvky
um. B.I. Borpanuka, PFEOY BO «[MTMMY» Munappasa Poccun, BKadenpa dakynsretckoit tepanuu u sngokpuronorn, FEOY BO OplMY Munsapasa Poccuu, “PIBYH KHINN-
TMK ®MBA Poccun, '°TAY 3 «Pecnybankarckuii kauHmndeckuii onkonorudeckuii gucnancep M3 PTs umenn npodeccopa M.3. Curana, "OTAY3 «Tomckas obnactHas knuHuyeckas
GonbHuua, “TBY3 «Caxanunckas obnactras knnHnueckas GonbHuuas, *IEY3 «PKB wm. I . Kysatosa», “TBY3 Teepckoit obnactu «O6nactHas knuHuueckas 6onbHuua», "OrAOY
BO «Mepsbiit MTMY nm. .M. Cederosa» Munsapasa Poceun, “TAY3 «bpsrckas obnactras Gonbruua N2 15, "TBY3 4O «Pubunckas obnacthas Gonbriua N2 1», ¥TBY3 «Kpaesas
knuHudeckas Gonbruua N2 2», 'KIbY3 «Kpaesas knurmieckas Gonbruuas, 2°TY3 «3abarikansckuit Kpaesoi oHkonoruueckuit aucnexceps, 2'bY XMAO-IOrpb «CypryTckas okpyxHas

KnuHKueckas 6onbHrua, 2IBY3 «Henaburckas obnactras knuHuueckas 6onbhuuas, 2*IbY3 «Llentpanstas ropoackas 6Gonshmua N2 7», 4TBY3 CK «Craspononsckuii Kpaesoit kaumm-

Yeckuit oHKonoruueckuit gucnarcep», 2°IbY3 «Kpacronapckuit onkonornieckuit ancnarcep N2 1», 2°TBY3 «Bonrorpanckuit 06nacTHON KAMHMYECKWI OHKONOTUYECKMIt AMCTIAHCEP»,
2TBY PO «Pocrosckas obnactHas knuHuueckas GonbHmuas, rbY3 «Owkonorndeckunit aucnancep N2 2> M3 Kpachonapckoro kpas, 2?@TBY «HMULL oxkonormm mm. H.H. Bnoxura»
Munsapasa Poccuu, *TBY3 «TKB um. C.M. Botkunar, PIEQY AMNO PMAHMO Munsapasa Poccuu

Beenenue. B nacrosuiee Bpems BeHeTOKkJakc ABaseTcss Haubosee
ONpaBJaHHOM TepaneBTHMYeCKOH ONiueill y MalueHTOB C XPOHUYECKUM
numoneiikozom (XJIJT) B nporpeccun na nbpyrunude. OnrumansHsiit
npenapar A KOMOMHAIMU C BEHETOKJAKCOM, LEJU U MPOJOJIKUTENb-
HOCTB TEpANUU, NPeIMKTOPbl OTBETA He onpe/eeHbl. Beero Heckonbko nuc-
CJlefoBaHMI BKJIIOYAIOT NALMEHTOB B nporpeccuu Ha nbpytunube (Kater
A, 2019). Tlopxons! k oTMeHe 6Py TMHNGA U A0OABIEHNI0 MOHOKJIOHAb-
ueix anturea k CD20 (antu-CD20) ocrarorcs HepemeHHBIMY 3aa9aMH.

Ileas paGorsl. PerpocnexTusHoe cpaBHeHMe MCXOAOB TEPAUH y Ha-
LIMEHTOB, MOLyYalolUX BEHETOKJIAKC B MOHOTEPANMU U B KOMOMHALMU

Puc.
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¢ antu-CD20, ouenka BausHUS npomoJyKeHUsl npuema ubpyTHHUbA
B KOMOMHALIMK C BEHETOKJIAKCOM.

Marepuansr u meroapt. Vccaenosanne sraiouaer 122 nanumenra

c nporpeccueit XJIJT na repanuu ubpyrunu6om (iwCLL2018). Jaunsie

6b111 cobpanbt ua 27 uentpos 25 pernonos Poccuu. 54 nanuenra (44%)

noay4niu seHetokaakc 6es antu-CD20, 46 (38%) B xomGunanuu ¢ obu-

nyryaymabom (38%), 22 (18%) c puryxcumabom. ITauments, xoropsie

oTmeHUIM MOPYTUHNG MeHee yem depes 3 MecsLa OT Hauasla IpUeMa Be-

HETOKJAKCa, PacCMaTPUBAJIMCh KaK NAalMeHTHl, NMpPEeKpaTHUBIIME MNpPUEM

ubpyTunuba.

Peayabrare u obcysxeHne.

Menunana Bospacra 63 roma (pasbpoc

30-82), 76 myxuun (62%). Mennana Gec-

nporpeccusnoit  Boixkusaemoctu (BIIB)

nss BCexX mauueHTos 26,5 mecsaua, obueit

seikuBaemoctu (OB) 35,2 mecsima. Y 15

nanuentos (12%) npousomna Tpancdop-

mauuss Puxrepa (tP) nepen wnauasom

tepanuu senerokaakcom. OB aTux nanu-

eHTOB 6ObLIa 3HauuTenabno Huxe (OP 3,46

[95%[111 1,42-8,48], p<0,0001). [TanuenTsr

c mporpeccueil MM CMepTbIO B TeueHHUe

3 MecsueB C MOMEHTAa Hayaja Tepanuu

BEHETOKJAKCOM, U mauueHTsl ¢ TP 6buin

VICKJIIOYEHBl M3 aHAJM3a BLI)KMBAEMOCTH.

@DaxTopamu He6GIATONPUSTHOrO NPOrHO3a

6bLIM BpeMsl 10 IPOrpeccuu Ha Ubpy THHU-

6e <24 mecsaues (BIIB: OP 0,53, 95%/111

0,27-1,06, p=0,04; OB: OP 0,45, 95%/111

0,22-0,93, p=0,01), craryc ECOG >2

(BIIB: OP 0,37, 95%a1 0,1-1,35, p=0,007;

OB: OP 0,32, 95%/11 0,08-1,27, p=0,002).

3HaUMMbIX PasIMuUil MeXXAy XapaKTepH-

CTUKAMU TNalMeHTOB, KOTOPble IpeKpa-

TUJIU WJIM HPOAO/IKUIU NpUeM HOpyTH-

Huba, He BoIsiBJEeHO (Taba.). B mocaenneit

rpymnmne y 6oJbliero uymcjaa NalMeHTOB



6euta otmeuena TP. OTmena ubpyTunuba 6buTa acconumupoBana ¢ JIyd-
wumu ucxoaamu repanuu (BI1B: OP 3,72, 95%/11 1,95-7,09; OB: OP
3,93, 95%AU 1,96-7,88, puc. 1A, B). Bcero 6bu10 3aperncrpuposano
15 cayuaes cmepru go nporpeccun (COVID-19 — 11, ap. onyxonn —
2, BHesanmHasi cMepTh — 1, mHeBMoHUST — 1), GOMBIIMHCTBO B TpymIe,
npoposkusiueil npuem ubpytunuba (13). Ilanments:, nonyunsmue an-
tu-CD20, 6p111 Mmonoxe (menuana 63 nporus 69 ser, p=0,03), ocrans-
Hble napameTpbl He oTinyanuch. [obasnenue antu-CD20 ne pano npe-

umywecrsa B BIIB (OP 1,38, 95%/111 0,69-2,7) u OB (OP 1,36, 95%/111

Tabnuua.
Xapakrepuctika Bce nauueHTsl Vent R/G
Yucno naunentos 96 39
Mepuara sospacta 63 (30-82) 63,5 (30-85)
My XUnHbI/ XEHLUHBI 60/36 22/17
Crapusa no Binet
A 4 3
B 60 23
C 32 13
ECOG
<2 89 38
23 7 1
MpeawecTsyiowee Y4CNO NUHHUIA
1 nuhms 3 1
2 ubonee 93 38
Jiumdpatnueckue yansl >5 cm 45/93 19/36
Lutorenetuyeckmit puck
dell7p 42/78 13/25
KOMMIEKCHBIM KAPUOTHUN 29/42 8/15
TpaHchopmauus Puxtepa Ha Tepanum BeHeToknakcom 7 0
Mepamara Bpemetn Ao nporpeccumu Ha MbpyTUHUbE 32,34 33,87

Mpunoxenne 1

0,67-2,8, puc. 1C, D). IToprpynnosoii aHaaus nanueHToOB, NPeKpPaTUB-
wux npuem nbpyTnHuba, NoKasas MPeuMyLIeCTBO NALUEHTOB, MOJY-
varomux antu-CD20, B ornomenun BIIB (OP 6.32, 95% 111 1,43-27,8,
p=0,045), OB ne pasnuyanace.

3axmouenne. Hamm naHHble He TOATBEPIKAAIOT TMIIOTE3Yy O TOM,
4TO NpoOJIKeHUe Npruema UbpyTuHNba Gosee 1-3 mecsiues naer npeumy-
L[ECTBO B KOHTEKCTE MPOrpeccuy Ha UOPyTMHUGe. YUUThIBas iy dllleHne
BIIB, moxHo npeanonosxurs, uro gobasnenne antu-CD20 y nanuenros,
NpeKpPaTUBIINX TpUeM UOPYyTHHHMOA, ONpaBAAHHO.

|-Ven£R/G P R/G-Ventl Venzl P

57 62 34
62,5(35-83) 0,46 62 (30-83) 69 (45-85) 0,03
38/19 0,3 41/21 19/15 0,32

1 2 2
0,35 0,8

37 39 21

19 21 1
51 0,24 59 30 0,24

6 3 4
2 0,99 3 0 0,55

55 59 34
26/57 29/60 16/33 0,98
29/53 0,82 29/55 13/23 0,76
23/29 0,07 22/33 8/9 0,25
7 0,04 3 4 0,24
30,72 0,34 34,43 28,79 0,61

Knumenko E. C., Bannwsn K. U, Cobonesa O. A., Kuuenko E. A., batpos M. A.

OCJOXHEHNS CIITEHOKTOMUN Y TEMATOJJIOTMYECKUX BOJbHBIX
PreyY «<HMUL rematonoruun» Munsgpasa Poccum

Beepenue. Cruenskromus (CO) sBnsercs meromom JiedyeHus: pspa
remarosiornueckux sabosesannii. CorsacHo auTepaTypHbIM AaHHBIM Ya-
CTOTa IIOC/IEONEPALMOHHBIX OCI0KHEHUH OCTAETCS BBICOKOM U COCTAaBIISIET
or 10 no 556%. Bee ocnoxnenns CO MoxKHO pasaennTs Ha XUPYPrudecKue
(BHyTpPHOpIOLIHOE KPOBOTEYEHHE, OCTPbIN MOC/IE0NEePALMOHHbINA NaHKpea-
TUT, NaHKPeaTHUeCcKUii CBUIL, remaroma uin abeuecc nesoro noaauadpar-
MaJIbHOrO NPOCTPAHCTBA, UH(EKIMOHHbIE OCIOKHEHUSI CO CTOPOHBI OIle-
PALMOHHOI paHbl) M HEXUPYPrUYeCKUe OCIOKHeHUs1 (OCTpblii Tpomboa
BOPOTHOH BeHbl, TpOM60aMOOII NS JIErOUHON apTepUH, MHEBMOHUSL).

Iens paGorsr. OxapakrepusoBaTh ocHOBHbIe ocsioxHenus: CO y na-
LIMEHTOB C OILyXOJIEBBIMM U HEOILyXOJIEBBIMU 3a00JIEBAHUSIMU CUCTEMBI
KPOBH.

Marepnanst u meroust. B 2021-2022 rr. 8 @I'BY <HMMUL] remaromno-
run» Munsapasa Poccun 6bu10 Boinoanena 181 C3, us Hux nanapockonu-
geckum pocrynom (JICI) — 106 (562,5%), us Hux xoHBepcus JanapoCcKo-
nuueckoro goctyna omonHena B 10,4% (r=11), orxpoiras CO (OC3) — 74
(40,9%). JICO B coueranuu c gpyrumu onepauusmu sbimosneHa s 18,9%
(n=18), a OCO — 44,6% (72=33). CO 6bina Buinosnena 85 (46,9%) nauu-
eHTaM C reMaToJOrMyeckumu 3aboneBaHusimu (MMMyHHasi TpombOLUTO-
TEHUS, AMIACTUYECKAs] AHEMUS], Ay TOUMMYHHAs TeMOJIMTUYECKAsT aHeMUS],
HaCJIeICTBeHHas MUKPOCchepoIUTapHas TeMOTUTHYECKas aHeMUSI U Ap.)
u 96 (63,1%) nanuentam C OHKOreMaTOJOIMYECKUMU 3a00JeBaHUSIMU
(numdonpoandeparusnble u MuenonpoaudepaTuBHble 3a00NeBaHUS).

PesynbraTs u obcysxaenue. Y 40 (19,6%) GonbHbx BosHUKIM HHTPA-
M nocJjeonepaunontble ocjaokHeHUss. OCHOBHBIE OC/IOKHEHMS MPE/CTaB-
nenst Ha puc. Coueranue HeCKOIBKMX OC/IOXKHEHUI BeTpedasocs B 57,6%
(n=23). OcHoBHol npuumHoOil A kousepeun pocryna (n=11) B 100% cury-
yaes ObUIO BHY TPUOPIOIIHOE KPOBOTEYEHHE C 3aTPyJHEHUEM BU3YaIU3aLUN
ucrounuka. [ Ipu koHBepcuM nocieonepaMOHHbIE OCJI0KHEHU S BOSHUKJIU
y 66,6% Gonbubix (2=7). CamMbIM 4aCTBIM OCJIOMHEHUEM Obla MTHEBMOHMS
B57,7% (n=6),aB87,5% (1=6) nmeT0Ch COUeTAHME HECKOJIBKUX OCJIOKHEHUH.
B rpynne 601bHbBIX ¢ OHKOreMaTOJOrMYeCKUMU 3a060JIeBAHNSAMU OCJI0KHe-
HM S JOCTOBEPHO BO3HUKAJIY 4allle, YeM y MaLMeHTOB C FeMaTOJOMMYeCKUMHU

sabonesanusamu (35,3% nporus 54,2% p=0,008, p<0,05). Hexupypruueckue
OCJIOKHEHUS BOBHUKAIOT Yalle, uem xupyprudeckue (32,5% nporus 24%).
B 95,1% (n=174) ocnoskHeHUS] KyNMpPOBaHbl KOHCEPBATUBHBIMU MEPOIPU-
ATUSAMM, BKJIOYABIIMMU AHTUOMOTHKM, aHTUKOALYJSHTBI, Ae3arperaHTbl
M aHTHCEKpETOpHble mpenaparbl. JlpeHUpOBaHMe >KUAKOCTHBIX CKOIJIE-
Huit nox Y3-kourponem BbinosatneHo 5 Gombubim (33,3%), a B 2 cayuasx
GoJsibHbIE ONEPUPOBAHBI B PAHHEM IMOCJEONEPAIIMOHHOM TEPUOME B CBA3U
C NPOAOJDKAIIINMCS KPOBOTEUEHHEM M3 JIOKa ceseseHKH. JleTanbHbri

13,80%
14,00%

11,60%
12,00%

10,00%
0,
8,20% 7,.70%

8,00% 7,10%

6,60%

5,50%
6,00%

4,00%
2,20%
0,
2,00% 0,50%
0,00%
1 2 3 4 5 6 7 8 9

Puc. OcHoBHBIE ocnoxHeHUsT CD
1 — nmocneonepaunonHas nHeBMonusi, 2 — OTBB, 3 — xunkocTHbIe
CKOIUICHUS], 4 — HUHTpa- U MOCIEONEPALMOHHbIE KPOBOTEUCHHUSI, 5 — CBHIIL
TO/KENTYI0UHOH Kee3bl, 6 — MocIeonepaluoOHHbIN MaHKPEaTuT,
7 — TpaBMa XBOCTa IMOKENTY0UHOM Kele3bl, § — reMaroma B JIEBOM
noyiadparMaibHOM MPOCTPAHCTBE, 9 — MHEBMOTOPAKC
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ncxopn ormever y 2 (1,1%) nmaumeHTOB C cencucom, MCXOQHBIM TSIXKEJIbIM
COMATHYECKUM CTAaTyCOM, KOTOPBIE ONEPUPOBAHbL 110 BUTAJIBHBIM IIOKA3a-
Huam. B sxuakocTn GpoHx0anbBEOTAPHOrO NaBarka BhIsIBJIEHA MHpeKIHs
Kleboella pneumoniae ¢ mpopyxumeii cepuHoBbIx KapbameHemas IpyTIIbI

OXA-48 u meranno-p-naxramas rpynnst NDM.

3axiouenne. [locieonepanuonnble 0CI0KHEHUS Yalle BOSHUKAIOT
npu seimoanenuun OCO nanueHTam C OHKOreMAaTOJOTMYECKMMU 3a00sie-
sanuamu. Onpenensomum B NpodUIAKTUKE OMACHBIX OCJIOKHEHUH SB-
JISleTCsl IPELU3NOHHOE ONepUpPOBAaH1E, CBOEBPEMEHHAsI KOHBEPCH S, & TaK-
>ke pallMOHabHbINA IOAGOP XUpypruueckoii Gpurab.

Knumoea O. Y., Tony6osckas U. K., KysHeuos tO. H., Pyaakosa T. A., Mapuenko M. B., Ocunoea A. A, Beikoea T. A, Kynarun A. [1.

MTPO®WJIb AIIMEHTOB C ITAPOKCU3MAJIbHO HOYHOM I'EMOIVIOBMHY PUEN, ITOJTYYAIOIIAX TEPAITMIO MHTBUTOPAMU
KOMIIJIEMEHTA

HIAW OOTUT um. PM. Top6adesoit, MCMGIMMY um. WM. Masnosa

Bsenenue. uruburopsl kommaemeHTa sBJIsSeTCS CTAHAAPTOM Jieye-
HM A NapoOKCcU3MaJsbHOl HouHolt remoraobunypun (ITHT') u ucnoasayercs
B Poccun c 2012 roaa. Iokasanus k repanuu MHrMGUTOPAMU KOMILIEMEH-
Ta GbuIU copmyaMpOBaHbl B KAMHUUYeckux pexomengauusax 2014 roga
(rpombo3bI, oprannas auchyHKIMS, aHeMus ¢ norpebrocTs B Tpancdy-
3USIX 9PUTPOLUTOB 1 6epeMeHHOCTb) n obnossens B 2021 rony (nononne-
HBI KPUTEPUSIMU BBICOKOH akTuBHOCTH 3aboseBanus). Ha momenT navana
HCHOJIb30BaHUS 9KyIM3yMaba MMeIach CeJeKIUsl NALUeHTOB BPEMEHEM,
a 3aTpyAHEHHbIH AOCTYN AMKTOBaJa obecreueHue HamboJsiee TsKebIX
Gonbubix. pyrumu dakropamu, sausiomumu Ha opMUpOBaHUe TOMY-
JISILUY IALMEHTOB, CTajla JOCTYIIHOCTb U pedysbrarsl monuropusnra [THT
npu amactuyeckoit anemun (AA).

Ienn paGorsr. OxapakTepusoBaTh NpoduIb NALMEHTOB HA TEPATIUU
nHruburopamu xomnemenra B Poccun.

Marepunansr u merogsr. B mpocnexrusnom uccnemosannn 2011-
2023 rr. B TICII6I'MY um. ILI1. TlaBnoBa Habaonannuce U KOHCYJIBTH-
posanbl 211 Goabubix ¢ axTusHOi remonuruveckoit [THI, nomyuasmmx
tepanuto Ch-unruburopom (sxynusymab, n=191; pasynusyma6, n=20).

HpOBeﬂeH CP&BHHTeﬂbeIﬁ aHaJIn3 HeMOFPad)I/I‘{eCKI/IX XapaKTEepUCTUK,

dbopmer [THI, knunuyeckoro npoduss, cnekTpa nokasanuii U BpeMeHH J10-
CTymna K TepaluM, YaCTOTbI BbIIOJHEHHUS aJUIOTeHHON TPAHCIIAHTALMY Te-
monoatnyueckux crBosoBbIx Kiaetok (awno-TT'CK) B rpex nocnegosarens-
HBIX BPEMEHHBIX Iepuoga ycranosnenust auarnosa (11.2011-2015, n=111;
20162019, n=71; 2020-2023, n=29). CraTucTuyeCcKUil aHAIU3 BKJIIOYAJ
onucaresbHblE XapPaKTEPUCTUKY (IPONOPLUM, MEAUAHBI), CTATUCTUYECKAs
3HAYMMOCTb Pas/INIMil OLEHUBAJIACH C IOMOLbI0 KpuTtepust Kpyckama —
Yonnuca (konudectenHble) U xu-kBaapar [lupcona (kaTeropuasbHbIe).

Peayabrarst u o6cyxaenne. Cpenu nemorpaduueckux XapakTepH-
CTHK B CpPaBHMBaeMble IEPUOAbI OTMEYEHA TeHAEHLUs K POCTY YAEIbHOTO
Beca nauueHToB myxckoro nosa (38, 42 u 456%, coorBercTBEHHO) 1 AETEH
(5, 13 u 17%), mepnana BospacTa Ha MOMEHT HavaJla TEPAIIMN COCTABUIIA
33 (13-72), 28 (7-73) u 28 (11-75) ner (p=0,0334). 3nauurensbHo uamenu-
Joch cooTHoweHne namueHTtos ¢ kiaaccudeckor [THI u ITHIVAA ¢ no-
BbILIEHMEM yAeabHOro Beca nocuaentein (41, 61 u 62%, coorsercrBenHo,
p=0,0177). Cpeny KIMHMYECKNX CMMITOMOB Ha MOMEHT HAa4aJld TEPAIMU
He OTMEYEeHO CTATUCTUYECKM 3HAYMMBIX PasdIM4Mil 4aCTOTBI reMOIIoou-
nypuu (49, 51 u 34%), Goneir (48, 46 u 41%) u pucdarun (23, 20 u 21%).
CrekTp noxasaHuil K aHTUKOMILJIEMEHTAPHOM Tepannuu IPUBEAEH Ha PU-
cynke 1. CoxpaHsiercst OTHOCHTEIBHO peKOe Ha-
YaJI0 TEepANuU MO MOKA3aHUI0 TOJBKO BBICOKOM
axtusnocru [THT (8-12%) Ges Tpancdysuii, rpom-
6030B M BBIPDAXX€HHON OpraHHOM JII/ch)yHKuHI/I.
Vmeercs TenpeHuns k 6oJlee 4aCTOMY UCIONB30BA-
HMIO MHTUOUTOPOB KOMIUIEMEHTA C TOC/eAYIOeH
awno-TTCK (13, 14 u 24%). Mennana Bpemenu
oxxmuaanus tepanuu cokparmiocs ¢ 15 (0,2-106)
o 6 (0-77) u 4 (0-29) mecsieB COOTBETCTBEHHO

(p=0,00001).
3aksaouenue.
Gosbwoit kKoroprtsl nanuentos ¢ [THT, HOJLy 9a10-
IIMX aHTUKOMILJIEMEHTApHY0 Tepanuio B Poccum,
[IeMOHCTPUPYET U3MEHSIOLMIICS BO BpeMEHU AEMO-
rpaduueckuit u kauHMueckuil npoduias, peakoe
omnpefesieHNe TTOKA3aHNUH K JIEYEHUIO Ha ITATIE BbI-
COKOH aKTUBHOCTM 3ab0JIeBaHMsl 10 PA3BUTHS ULy~
Gokoii anemuu, TPOMOO30B U opraHHoi aucdyHK-
LYY M 3SHAYUTEJIbHOE COKpAlleHUE BpEMEHH

[OCTyIa K AHTUKOMILJIEMEHTaPHOM TepaIyH.

HpOCHeKTHBHbIﬁ aHaJIU3

KnscosaT. A., XpynsHoea C. A, Hoeukosa A. A, Xabubynaun H. P., Kyasmuua J1. A., 3soHkos E. E., Koponeea [I. A., pubarosa E. O.,
Kpasuenko C. K., Manracaposa 4. K., Anewuna O. A., Pupaposa 3. T., Conosses M. B., Maposunynnkosa E. H.

NH®OEKIINH, BHIBBAHHBIE Enterobacterales C TIPOIYKIIUEN KAPBAIIEHEMA3, ¥ BOJIBHBIX C TEMATOJJOTMYECKUMU
3ABOJIEBAHUSIMU

DIBY «HMMULU rematonorum» Munsgpasa Pocenn

Beepenne. B nocneanue ropsr nabniopaetcs cyliecTBeHHOe yBeU-
ueHue undekuuil, BeIdBauHbIX Enlerobacterales ¢ npopykuueit kapbanene-
Ma3, edeHre KOTOPBIX COMPSI)KEHO ¢ GOTBIINMHU TPYAHOCTSIMH.

Iennr paGorbr. MayuuTs MonekyasipHO-TeHeTHUYeCKHE XapaKTepH-
CTUKHM BO3OyauTesnell U BbI>KUBAeMOCTh NpU WH(EKIUAX, BHIZBAHHBIX
Enterobacterales ¢ nponyxuueit kapbanenemas, y 60JbHBIX C TeMaTONOTHU-
yecKMMU 3a60IeBAHUSIMU.

Marepuasnst u metoasl. B mpocnextusHoe nccnenopanue 6blIn BKIIO-
ueHbl OOJIbHBIE C TEMATOJOrMYecKUMM 3aboseBanuamu u uHpexuuei,
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BbI3BaHHOM Enlerobacterales ¢ nponyxuueit kapbanenemas, Bakrepuun Gbuin
BbIfIeJIEHbl U3 TeMOKYJIBTYPbl WM SKUKOCTU OPOHXO0a/IbBEOIISIPHOTO J1aBa-
ska. Bee maumentsr npoxoguin nevenne 8 OI'BY HMMULL remaronornn»
Munsppasa Pocenn (2016-2023 rr.). I'enbt kapbanenemas u reHst BUpyJieHT-
Hoctu uccaenosanu merogom I11P, cuksenc-tunst (sequence type, ST) —
¢ nomoubio mysTunoKycHoro cukseHc-runuposanus (MJICT). Ipu soige-
nexnu Enlerobacterales c mpopyxumeii kapbanenemas nasHadany nedrasuanm/
aBUbAKTAM B COYETAHUM C KOJMCTHHOM, MPH JIeTEKIMU MeTaNI0(pepMEeHTOB
JOTIOJIHUTEbHO Ha3HAYall a3TPEOHAM, y YacTH GOJIBHBIX MCHOJB30BAIM



KombuHanmio meponenema (br/cyt) B couera-
HUU C KOJIMCTUHOM. BpI>XMBaemocTh oLeHM-
Basu B Teuenne 30 gHeit.

Peayasrarst u oGcysxaenue.
Wndexnyuu, srosBanusie FEnlerobacterales
c npoaykuueii kapbaneHemas, BIepBble
BogHukau y 124 Gonbubix (Mepnana Boa-
pacra 47 ner (18-79), us nux 30,6% (12=38)
6bl1n nocae anno-TI'CK (36 — ocrpoie
nefixosbl, 2 — apyrue sabonesanus), 6,5%
(7=8) mocne ayto-TT'CK, a 62,9% (n=78)
TI'CK ne nposogunocs (32 — ocrpsie meii-
ko3I, 26 — mumdombl, 6 — annactTuyeckas
anemusi, 4 — nopcupus, 3 — MHOKeCTBeH-
Has Mmuesnoma, / — apyrue). Vndexuus
KpPOBOTOKa OblIa AuarHoctuposana y 74
(59,7%) 6onbHbIx, nHEeBMOHMA Y 28 (22,6%),
uH(eKUNs KPOBOTOKA B COYETAHUU C MTHEB-
monueit y 22 (177%). Cpeau Bo3byau-
Tesell AUMAMPYOLLYIO MO3ULUI0 3aHUMAIN
K. pneumoniae (90,3%, n=112), nanee E. coli
8%, n=10), K. pneumoniac + E. coli (0,8%,
n=1), S. marcescens (0,8%, n=1). Jleiixonursr
<1,0x10°/n Gbun y 76 (61,3%) nauuen-
TOB Ha MOMEHT AMATHOCTUKU MHQEKIUHU.
Heobxonumocts npeGHBaHI/I;{ B OPUT
6outa y 76 (61,3%) 6onbubix. Kononusanus
kuweanura Fnlerobacterales c MPOAYKIMen
kapbanenemas 6buta y 117 (95,1%) us 123
HalUeHTOB ¢ nHQeKUMel, BO BCeX ClLydasx
6bLIO COBNajieHye 10 BUAY U reHam Kapba-
nexemas. B Tabs. npeacrasienbl xapakTe-
puctuxku mukpoopranusmos. Cepunosble
kapbanenemassr (OXA-48 u KPC) 6buin
y 82 (66%) 6Gaxrepuii, merantoxkapbamne-
Hemasbl (MOHO/COYeTaHMe C CEpUHOBBIMM)
y 39 (31,5%). Otmeueno npeobnananue
rpynn kapbanenemas OXA-48 (53,2%),
npunaanesxxuocts K. preumoniae x ST 395
(36,5%). I'enibt BUpysienTHOCTH ObLIM OHpE-
nenenst y 56 (66,7%) us 85 K. pneumoniae
13 reMOKyJIbTy pbl. Bepxusaemocts Ha 30-i
nens cocrasuiaa 59,6%, puc. 1. locrosepro
HY)Ke Oblla BBDKMBAEMOCTb Yy OOJNBHBIX
¢ undexuueil KPoBOTOKA U NHEBMOHUEH
(27,3%, p<0,001), npu BbIOEIEHMM M3 re-
moxynsrypbl K. pneumoniae, ST23 (21,4%),
nerexkuuu 3 u G6oJlee reHOB BUPY/IEHTHOCTH,
puc. 2. Bookusaemocts 6buia comocraBu-
Masi IpM pasHbIX Ipynnax kapbamneHemas.

3axmouenne. udexnuu, soispannsie
Enterobacterales ¢ npouyxu.nef/’l Kap6aneHe-
Ma3, XapaKTepU3yI0TCs BBICOKOM JIeTaJIbHO-
ctbio. OTMeUeHO BAMSIHUE MOJIEKYJISIPHOTE-
HETUYEeCKUX MaPKEPOB Ha BbIKMBAEMOCTb.

Mpunoxenne 1

Tabnuua. MonekynsapHo-reHeTuueckas xapaktepuctuka Enterobacterales ¢ npopykumei kapbanenemas

Mokasarens

Tpynnsi reHos kap6anexemas y Enterobacterales

Yucno wrammos, n (%)

Enterobacterales (n=124)

Mowosapuant 96/124 (77,4%)
OXA-48 66/124(53,2)
KPC 16/124(12,9)
NDM 14/124(11,3)
Coyetanue 28/124(22,6)
OXA-48+NDM 17/124(13,7)
KPC+NDM 6/124 (4,8)
OXA-48+KPC 3/124 (2,4)
OXA-48+NDM+KPC 2/124(1,6)
Cuksenc-tunbi K. pneumoniae (remokynbrypa) K. pneumoniae (n=85)
ST395 31/85(36,5)
ST23 14/85(16,5)
ST101 9/85(10,6)
ST512 9/85(10,6)
llpyrue (ST874, ST147, ST377, ST11, ST307, ST13, ST15, ST258) 22/85(259)
Tewbl BupynentHocTu K. pneumoniae
HeT 29/85 (34,1)
1-2 36/56 (64,3)
3-5 20/56(35,7)

Koessnn A. K.!, ®unaroea J1. B.2, 3ioarnn M. C.2, Aptembera A. C.2, Monsukun M. J1.2, Cemurnasosa T. 10.2

KOHCOJIMIALIAS PEMUCCHM ¥ ITAIIMEHTOB C IV CTAJIMEN IBKKJI C DEL ITPOBEJEHUAEM BJIXT C AYTO-TI'CK B IIEPBOI JIMHAYN

'®IBY «PocHUUIT DMBA Poccims, 2DIBY «HMUL, onkonorum nm. H.H. Metposa» M3 PO

Beepenue. [uddysnas B-kpynuokaerounas aumdoma (JABKKJI)
c nBoitHoit axcripeccueit 6enkos MYC u BCL2 (DEL, double-expressor
lymphoma) xapakrepusyercsi arpeccuBHBIM Teuenmem u HeGIarompu-
STHBIM [IPOTHO30M C BBICOKOI BEPOSITHOCTBIO PELMAMBA MOCJE UMMYHO-
xumuorepanun (IXT) nepsoit nunuun. Bricoxogosnas xumunorepanus
C TPAHCIJIAHTALMEN Ay TOJOTUYHBIX F€MOIIOATUIECKMX CTBOJIOBBIX KJIETOK
(BOAXT c ayto-TI'CK) B nepBoii nuHnn neveHns SBaseTcs KIMHAYECKOH
onuueii koncoanpaauuu pemuccuu. C yuerom TpysHOg0CTy THOCTH Hanbo-
nee coBpemennbix meropuk (CAR-T) u npenaparos ansa nedenus pannux

peunausos [IBKJI na teppuropun PO, BAXT c ayro-TI'CK B nepsoit

JIMHUU JIeYeHUs] MOKET ObITb ONTUMAJBHBIM METOAOM KOHCONUALUY pe-
MUCCHM Yy TAKUX NALMEHTOB.

Lens paGoror. [lopbimenue sddexTusHOCTH NEveHus nanueHToB
¢ IBKJI ¢ DEL.

Marepuasns u meroasr. Perpocnexkrusro npoananusuposano 105 na-
nueHTos, B Bodpacte 18-65 ner, ¢ IV cragueit [IBKKJI NOS, DEL, IPI
2 2, ROCTUTIIMX MOJHOTO WJIM YaCTUYIHOro oTBeTa mocie 6 kypcos UXT
no cxemam R-CHOP/R-DA-EPOCH (ra6a. 1). [Tanuents: nomyuamnu se-
genre B PI'BY HMMUL onkonorun um. H.H. Ilerposa» Munsppasa
Poceun ¢ 2010 no 2019 rog. B rpynne TI'CK (2=35) nposopnnacs BAXT
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Puc.

Tabnuua 1. XapakTepuCTMKM NALUEHTOB

Xapakrepuctuka

[Mon

IPI

Bulky
(27,5 sm)

Akerpa> |
MopaxeHue KoCTHOro MO3ra
TMopaxeHue nerkoro

I'Iopoerme Xenyaka

Moatnn

DEL

UXT
XapakTepucTuka

Mepuoa Habnioaekns (mec)
Bospacr (net)
NAr (Ea/n)

Ki67 (%)

Kpurepwuit

Myxckoit
KeHckuit
2
3
>4
Ja
Her
Ja
Her
Ja
Her
Ha
Her

Yes
No

GCB
Non-GCB

Het panubix

Ja
Her
Het paHHbIx

R-CHOP
DA-EPOCH-R

Kputepwuit
Cpepzcr. otkn
Meanara (rpanmusl)
Cpepcr. otkn
Meanara (rpanmus)
Cpencr. otkn
Meanara (rpanmus)

Cpepcr. otkn
Meauana (rpannu)

18
17

10
19

21
14

27

28

28

13
22

16
19

13
22

16
19

TrCK, n=35
%
51
49
29
54
17
60
40
77
23
20
80
20
80
37
63
46
54
0
37
63
0
46
54
TrCK, n=35
60,6+22,4
68(19-82)
48,0£11,7
53(18-63)
385,3£272,9
295 (169-1450)
81,7+13,5
82,5 (40-100)

32
38

29

16

24
46

50
20

17
53

15
55

15
55

21

22
21

18

55
15

CpasHenue, n=70

46
54

41

23

34
68

71
29

24
76

21
79

21
79

30

31
30

26

79
21

CpasHenue, n=70

62,5¢41,1
55(6-143)

48,9%12,5
53 (22-64)

417,7+240,6

347 (145-1065)

86.9114,1
90 (50-100)

Tabnuua 2. Mogaenb norncTiueckoit perpeccun — obydarowas rpynna (cpasHeHus)

Predictor
B, — interception
DEL (Aa/Her)
Jlerxoe (Ja/Her)
Xenynok (Oa/Her)
Mon (Myx/Xe)
Bospacr (ner)
Ki67 (%)

Estimate

-4,33
2,00
2,63
-2,29
0,32
0,01
0,02

Kauectso (AUC)

Mpeackasatenshas cuna (R,N)

YysctautensHocts (%)

Cneunduunocs (%)

ToyHocTs (%)

MporHocTuyeckas LeHHocTs nosutueHas (%)

MporxocTuyeckas ueHHoCTs HeratueHas (%)

48

SE
3,08
0,87
1,04
1,25
0,82
0,03
0,02

z
-1,43
2,27
2,51
-1,83
0,39
0,54
0,73

Xapakrepuctiku

P
0,152
0,02
0,01
0,06
0,69
0,58
0,46

0,859
0,508
83,3
85,7
84,8
789
88,8

OR
0,01
7,39
13,8

0,1
1,38
1,01
1,02

95%CI OR
3,49¢5-4,91
1,32-41,4
1,78-107,7
0,01-1,18
0,27-6,93
095-1,09
0,96-1,08

¢ ayto-TTCK B mepsoit snuuum.
I'pynna cpasuenus (2=70) naxo-
AUIach TIOf HaOJIOfleHMeM TocJTe
6 kypcos MXT, y Bcex manmenros
ObLT  JOCTUTHYT MOJHBIA OTBET.
IlepBuunas xoHeuHast To4Ka ~—
3-netHas OespeuMAMBHAS BBIKU-
Baemocts (BPB), Bropmunas ko-
HeyHas TOYKAa — J3-7TeTHsis obmas
seixkuBaemocts (OB). Insa ouenxn
(akTOpOB pUCKA HACTYyIJIEHUS pe-
LMAMBA UCMOJb30BAJACH MOJE/b
GuHoMUaNbHOM
perpeccun. ['pynmna
BoiOpana  obyuaromei,
TI'CK — Tecrosoii.
Peayapratel u obcysxpaenmue.
¥ nauuenros ¢ DEL rpynner TT'CK
3-nernsass BPB  cocrasuna 100%
[96% 11 100-100] nmporus 28,6%
B rpynne cpasaenus, p<0,001 (puc.
). Ormeueno nosbienue 3-naetHeit
OB npu nposepenun TI'CK B nep-
poit auanu — 100% [95% 111 100—
100] nporus 57,1% [96%1 39,5—
82,8], p=0,002. Ilpu orcyrcrBun
DEL Bausuus TI'CK B mnepsoit
auHun Ha 3-nerHioro BPB me npo-
caexxusanocs — 86,4% [95%/11
73,2-100] B rpynne TI'CK nporus
83,5% [95%11 71,3-97,8] B rpynmne
cpasuenns, p=0,71. Otmeuena ren-
neHLus K nopsimeHuio 3-nerueit OB
npu nposeaenun TT'CK B nepsoit
nunuu — 95,5% [95% /111 87,1-100]
nporus 77,4% [95%AU 64-93,6],
p=0,11. Ilpu ananuse perpeccuon-
HOIi MOjleJIU BbBISIBJIEHO 2 He3aBU-
cumpIx 3Hauumbix Qaxropa: DEL
M COYETAHHOE 9KCTPAHOAAJIBHOE 110~
pa’keHHE C BOBJIEYEHHEM JIEIKOTO.
Ucxops us mnokxasareneil mporHo-
cruueckoit nennocru, npu MNXT
NEPBOM JIMHMM IIAHC HACTYIJIEHUS
peunausa y naguentos ¢ DEL —
78,9%, wmanc usbexars peunansa
npu orcyrcrsuu DEL 88,8% (ra6u.
2). B TecroBoit rpynne ykasaHHbIE
dakTopsl He MOATBEPAUIN CBOIO
snaunmocts (p=0,99). Ilpunumas

JIOTUCTUYECKOMU
CpaBHEHUs!
rpymma

BO BHUMaHHE HWIEHTUYHOCTh Xa-
PAKTEPUCTHK MALIMEHTOB U [JaHHbIE
aHaaM3a BBIXKMBAEMOCTH, MOXHO
Clies1aTh BBIBOJ O [IPEOJOIEHUH Hera-
tusHoro BausHust DEL Ha nporuos
nposegenuem BAXT ¢ ayro-TI'CK
B NIEPBOU JIUHUMU.

3aksrouenne. Bribpanuse na-
nuenter ¢ DEL  pemonctpupyor
sydmne nokasarenn 3-netueii bPB
(p<0,001) u OB (p=0,002) npu npo-
segennu BIXT c ayro-TT'CK B nep-
Boit sunuu. Ilposepenne BJIXT
¢ ayro-TT'CK B mnepBoit snuuun
crnoco6HO  mpeoaoJeTh
noe saussaune DEL Ha mnpornos
y nauunentos ¢ JIBKKJI B Bospacre
18-65 ner, IV cragueit, IPI> 2 u na-
nmuauem DEL.

HeraTuB-



Mpunoxenne 1

Koponeea [1. A., Leuosa O. O., la6eeea H. I, CmonbsHuuosa A. K., TatapHukosa C.A., Bensiesa A. B., bapmaxanoea 1. C., Tanctan . M.,
®depoposa C. 0., Kospurina A. M., 3sonkos E. E.

JOJITOCPOYHBIE PE3YJIBTATBI TEPAITMY BOJBHBIX ITEPBUYHOM JUO®Y3HON B-KPYITHOKJIETOYHOM JUMOOMOM
HEHTPAJIBHOM HEPBHOM CUCTEMBI (IIIBKKJI ITHC) ITO ITPOTOKOJIY «CNS-2015»

PreyY «<HMULL rematonorum» Munsgpasa Poccum

Beepenue. [T[IBKKJI ITHC orauuaercst kpaiite HeGnaronpusTHbIM
nporuosom Ha cranpaptabix nporpammax [IXT. Kombunanus cxemsr
R-MPV (putryxcumab, metoTpekcar, npokapba3uH, BAHKPUCTHH) U ayTO-
TI'CK B pesxume xonpuuunonuposanus TBC (tuorena, 6ycynbd)aH, LUK-
nodocdamun) nossonnna gocruus 81% 5-n BIIB u OB (A. Omuro, 2015).
ITo obuoBnennbim pesynbratam 2023 roga npu meauaHe HabmomeHus
12 net 10- u 15-netuas BIIB u OB cocrasunu 80% (A. Omuro, 2023).
B 2015 ropy 8 ®I'BY <HMMU LI remartonorun» Munsapasa Poccuu 6su1o
MHMLMUPOBaHO mnpocrnektuBHoe wucciepoBanme «CNS-2015» (R-MPV
Ne 4 + TBC/ayro-TT'CK + nonnepsxka remoszonomun,).

Iens paGorel. [lpeactaBuTs monrOCpOYHBIE PE3yJIbTATH TEPATMU
ITABKKJI HHC no nporokoxy «CNS2015».

Marepuanst u merogsr. C 2015 no 2022 r. 6bi10 BrII0OYeHO 36 GONB-
ubix [IJIBKKJI LITHC. Cpennuii sospact — 48 (18 — 70) ner, >60 net — 5
(14%). M:2K — 20 (55%):16 (45%). Pacnpenenenue 6onbHbIX MO mIKaIe
MSK: I knace — 21 (68%), 11 kmacc —10 (28%), 11T knace — 5 (14%) 6omb-
ubix. MInayxuuns pemuccun nposogunacs no cxeme R-MPV Ne 4. ITpu go-
croxennu 1P wan YP semonnsnace ayro-TI'CK B pexxume xonpnnm-
ounuposanus TBC. B reyenne 2-x ner mocae ayro-TT'CK nposopnaacs
HOJAEPXKUBAIOLIAS TEPAIIMS TeMO30J0MHUI0M B fno3de 150 mr/m? kaskaele 3
MecsiIa B Te4eHHe 5 JHeil.

Peaynbrarot u obGcysxaenme. s 36
Goabubix 1 moru6 or TOJIA na 1 unmyx-
yuonnom kypce XT. 3aBepumau repanuio
o cxeme R-MPV 35 nanuenros. O6muuii or-
Bet coctasua 100%: I[TP — 26 (74%), YP — 9
(26%). Y 3 (8%) 6oabubix passuaacs OITH,
He Tpelylolasi NpoBe/ieHUs reMO/UaIU3a.
Ocnoxunenus nociae R-MPV: nuxopanka 60-
nee 38 °C — 5 (14%), nuesmonus — 2 (8%),
undexuns kposoroka — 2 (8%). 13 35 6onb-
ubix ayTo-TT'CK/TBC 6bu1a seinonnena 31,
B 4 ciyuaax ayto-TT'CK ne Gbina nposene-
Ha (I — orkas Goabhoro, 1 — komopbup-
HocTh, 2 — HeaddexTHBHOCTL MOOUIM3A-
uuu ['CK). Cpennee Bpems BoccTaHOBIEHMS
KOJMYeCcTBA HEUTPOPUIOB U TPOMOOLUTOB
nocse ayto-TT'CK — 9 (8-14) u 12 (9-23)
nueii coorBerctenHo. OcoykHeHUs moce
ayto-TT'CK: cromarur 1-3-it cremenn —
31 (100%), sureponarus 1-it crenenn — 26

Puc. 1

(83%), nosbienue remnepatypst Tena — 18 (58%), Bupycusie undexuun
10 (32%), cencuc — 4 (13%) 6onbubix. [Tocne ayro-TI'CK Becem GonbabiM
NpoBOAUIACH IOAAepsKuBatomas Tepanus. [Ipu cpennem cpoke nabmone-
nus — 54 (39-98) mec y 26 naunenros nocse ayro-TI'CK coxpanserca
IIP. ¥V 5 Gonbubix paseuics pannuii peuuaus [1JIBKKJI ITHC B cpo-
ku ot 3 no 10 mec. Hecmorps Ha mpoBopumyto tepanuio (nenanugomun,
ubpytunub, nusonymab, JIT, anno-TT'CK) Bce 5 Gonbubix morubmu.
B ITP ymepau 2 naumenta B ceasu ¢ OCCH, OlleuH. Cpenn 4 6onbnbix
6es ayro-TI'CK — 3 5 IIP (noaaepskka JeHAIMAOMUA + TEMO3OJIOMMA),
1 — peunnus (+5 mec). Takum obpasom, B HacTosee Bpems xusbl B [1P
25 nanumenrtos, BCB u OB cocrasunn 78% (rpadux 1).

3axmouenue. [Iporokon «CNS-2015» npogemoHcTprpOBa BHICOKY 10
3(1)¢)eKTHBHoc1‘L B tepanuu [1[IBKKJI ITHC ¢ BosmoskHOCTBIO foCTHKE-
Hus 10 80% MOMHBIX AJMTENBHBIX PEMUCCHN. YUHUTBIBask HAJIUYME PaH-
HUX PEeLMANBOB NOUCK Haubosee apPpeKTUBHOI Tepanuy MPOROIIKAETCSL.
Ins ynyuwenus pesyasratos tepanuu 6oasusix [TIJIBKKJI ITHC pauu-
OHaJIbHA MHTErPALMs B CXeMy JI€YeHHs TAPTETHBIX IPENapaToB — UMMY-
HOMOZAYJISITOPOB, MHIMOUTOPOB UMMYHHBIX KOHTPOJbHbBIX TOUYEK U MHTHU-

6utopos BTK [L.R. Schaff, 2021].

Puc. 2

Koctuh A. U., Bynanos A. 0., Knbiunukosa E. B., Cepreesa E. U., Habartumkosa H. A., Bunorpagos U. A.

KOHCEPBMPOBAHHAS KPOBB O(I) JI/I1 KOPPEKIIM OCTPO MACCHMBHO¥M KPOBOIIOTEPHU: OLIEHKA JIOHOPCKOI'O PECYPCA
N TEXHOJIOT'H 3ATOTOBKH

[BY3 «HW CIMT um. H.B. Cknundocosckoro 13M»

Beepenue. ['emopparunueckuii mok — nanbosee yacrast npUYnHA CMEPTH
IpU TPaBMax CPei BOEHHBIX U IPaskaHcKoro HacesneHus. VcnoabsoBanne
uesbHON KoHcepsupoBanHoi kposu (KK) na pannem rocnuranbhom ara-
e — IepCIeKTUBHAas TAKTHKa I[PU OCTPOH MAacCUBHON KpOBOIOTEpe.
INpeumyuectsa gaHHON TpaHCy3MOHHON CpeAbl: HAJIMYME dPUTPOLUTOB,
baKTOpOB CBepTHIBAHUS M «XONORHBIX TPOMOOLMTOB» C BO3MOYKHOCTBIO
OJIHOMOMEHTHOTO, OIEPATUBHOrO WX MCIONBb3OBAHMS IJIs CTAPTOBON KO-
PeKLMM aHeMUU U KoarysonaTuu. B mupe obcyskaaercs yHuBepcabHOE
UCIMOJIb3OBAHME, TIPU aKTUBALMK NTPOTOKOIA MacCUBHON Tpancdyaun, 2—4
103 uensHoi kKpou O(I) ¢ Huskum TnTpom antr-A n antu-B, xpanusweiics
no 14 nueii [ Yazer M., 2016; Phillip M., Kemp Bohan, 2021; Zitek T., 2023]

Iens paGorsl. OnpenenuTs 4acToTy BCTPEYAEMOCTH B MOMYJISLUN
nonopoe O(I) Rh-orp Bricokoro turpa ecrecrsenHbix antu-A u antu-B
anturen. Vayunts BiusHue 7-HEBHOrO XpaHEHMs HA NapaMeTPbI Kade-
CTBa M BASKO-2/1aCTUYECKHE CBOHCTBA KOHCEPBUPOBAHHON KPOBM, 3aro-
TOBJIEHHOI1 10 MOAMPULMPOBAHHOI METOIUKe

Marepuaast u meronsl. Ilposenen cxpununr 236 monopos O(I)
Rh-orp na tutp ecrecrBennbix anTu-A u antu-B antuten B ux nmaasme.
Iposenena ouenka i vitro 7 nos KK sarorosaennoii no mogudunmposan-
HOIt MeTozMKe ¢ coxpaHeHueM TpombounTos. Ha +1 cyr u +7 cyr xpane-
nus KK onpenensnucy napamerpst kauecrsa: remornobun (Hs) B nose,
% remosnsa, ocrarouHble JeiKkouuThl, TpombouuThl. Taxyke mposeseHa
MHTEerpaJibHasl OLEHKa BA3KO-9/1aCTUYECKUX CBOMCTB KOHCEPBUPOBaHHOMN
kposu B recte HATOM na +1 cyT u +7 cyr xpanenus. B xauectse konTpO-
a5t ucnoneaosansl 7 1o3 KK nefikopenynuposannoii a +1 cyr xpanenus.

Peayawrarer u o6cysxaenue. Boicokuit tutp (>1:256) ecrectennbix
antu-A u antu-B anturen Berpernicsa B nunasme 2 (1%) monopos O(I)
Rh-orp, Torpa xak «6esonacusiii» tutp (< 1:64) y 198 (84%). B ocrans-
HBIX CJLy4asX TUTP aHTuTen Obun B inanasoue 1:64-1:256. Vicnonssyembtii
MPOLIECCHHT TO3BOJMJ PEAYLMPOBATh COAEP)KAHUE JEHKOLUTOB B [03€
no 0,17x10%n, xoTropoe ocTaBasoch HEM3BMEHHBIM B TpOLECCE XPAHEHUS],
HpU 3TOM Y[al0Ch COXPAHUTb TPOMBOLMTBI, UX KOJIMYECTBO B Hauale
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xpanenus coctasuio 0,564x10'" B nose, onnako Ha +/ CyT XpaHeHU s yMeHb-
wustocs go 0,4x10" (p=0,02). Conepacanue He u % remonusa B npouecce
XpaHEeHUsl CyLIEeCTBEHHO He M3MeHMIHuch. VlHTerpanbHas oueHka B Te-
cre HATOM npopemoncTpuposasa o6pasoBaHue JOCTATOYHO MJIOTHOTO
CryCTKa, He 3HAYMMO M3MEHMBLIErOCSl B TeYeHHWe /-AHEBHOIO XpaHEHUS
(cm. Tabn.), Torna kak ananornunoe uccaenosanve KK npoweneii neii-
KO(UIBTPALMIO POAEMOHCTPUPOBAIO MUHUMAJBHBIA CIYCTOK, 06paso-
BABLIMIICS TONBKO 3a CYET PAKTOPOB CBEPTHIBAHUS, UTO 00YCIOBJIEHO He-
3HAYUTEJbHBIM CO}lep)Ka,HVleM TPOM6OLLI/ITOB B ﬂaHHOI‘;l TpaHCd)y:i”OHHOﬁ
cpene

3akmouenne. Bonbunncrso nonopos O(I) Rh-orp umeror nuskoe
CoflepKaHMe eCTECTBEHHBIX aHTU-A M aHTH-B anTmren m nmorenumans-
Ho 6esonacubl g ABO Henpentuunbix penunuentos. Vcnonszosanue
moanduraunuu npoueccunra sarorosku KK, nossosnsier peayuuposars

cofepykaHue JEHKOUUTOB, COXPAHUTb TPOMOOLMTHI, OOECHeunTh Kaye-
CTBO U FeMOCTATUYECKUI IOTEHLMA TPAaHC(Y3UOHHOMN Cpefibl B IpoLecce
7-JlHEBHOTO XPAaHEHUsI

Tabanua 1. CpaBHUTENbHAS OLEHKA BA3KO3NACTUYECKUX CBOMCTB KOHCEp-
BMPOBQHHOI (LeNbHO) KPOBM B NPOLECCE XPAHEHMS

Mapametp (HATIM) + 1 cyTxpaHenus | +7 cyT XpaHeHus p
CT, Bpems crywenus, cek 597 584 0,65
CFT, Bpems GopMUpoBaHHs CrycTka, cek 274 283 0,91
alfa, popmuposanue crycrka,® 49 45 0,45
A10, TBepAOCTb CTyCTKA, MM 36 33 0,43
MCF, MakcumanbHas TBEPAOCTb CrycTKa, MM 48 50 0,56
Li 30, nuaunc crycrka 3a 30 munyT, % 100 100 -
MCE. MakcumansHas rubkocts (nnotHocTs) 97 75 0,06

cryctka, %

Kpueonocoea H. B., Koxemsko O. B., Kypmarosa O. B.

V3BUPATEJIBHBI CKPUHHT AHTU-HBC-AHTUTEJ ¥ JOHOPOB B XABAPOBCKE

KIBY3 «Kpaesas cTaHuus nepenmsanms Kposu»

Beenenne. Cornacno sxcneprabim ouenkam, B P HacuursiBaercs
okoso 3 maH Gonbubix xponnueckum renaturom B (XI'B). Ocobennoctu
XI'B  npepnonarator HBsAg-
HeraTUBHBIX CTajuil 3abo/eBaHUs, KOIAa CbHIBOPOTOYHOE COAEp)KaHHe
HBsAg nwmxe 0,01 ME/ma: nuky6aunoHHblii Iepuos; Nepes UCUe3HOBe-
nuem HBsAg us nupkynauny; npu xpoHuueckoil undexuny; npu Ha-
JMYMM MyTauuil B BUPYCHOM TFeHOME; B CJlydae ABOHHON MHpexuuu —
BI'B u BI'C nan BI'B u BUY. Ilepenecennnit BI'B xapakrepusyercsa
nannuuem antu-HBsAg-anturen n antu-HBcanturen. Antu-HBsAg-
aHTUTeNA 4Yepe3 MHOIMEe TOAbl MOCJe MepeHeceHHONH MHQEKLUU MOryT
He ompepensaTbes, antu-HBc-anTHTE 8 TOABAAIOTCS OAHUMYU M3 TEPBBIX
M JIONITO COXPAHAIOTCS, T03BOJss BbABAATE Bl B-undunuposannbix
sy, B HBsAg-neratusnoit crapgnn 3a00JIeBAHUS MJIU C HUSKUM TUTPOM
HBsAg.

Ilens paboTsr. Ouennts uacrory Berpeuaemoctu antu-HBc-anturen
npu n3buparesbHOM CKPUHUHTE 06pa3LOB KPOBH IOHOPOB Xabaposcka.

Marepuasst u meropst. VIDA, UXJIA, neckpunrtusnas craructuxa.

Peayabrarst u obcyxpaenune. Cornacuo Ilpuxasy M3 PO Ne 1166u
or 28.10.2020 r. oTmeHeHbBI IOATBEPIKAAIOIIYE MCCAEAOBAHMS PU MO~
YEHMM MOJIOKUTENBHBIX PE3YJIbTATOB CKDUHMHIOBBIX TECTOB HA HAJIMIME
HBsAg n cymmapHsbix anTuten k Bupycy renatura C, HO BBeieHO KOMOJI-
HUTeNbHOE U30UpaTeIbHOE UCC/IeI0BAHNE HA HAJIMUMe AaHTUTEN K siep-
HoMmy aHTureHy Bupyca renatura B. B 2021-2022 rr. 8 KI'BY3 «Kpaesas
CTaHUMs NepeauBaHMs KpoBHM» Xabaposcka uccaeposano 48 406 06-
pasLoB KPOBU JOHOPOB. B TIpyHIbl AOHOJHUTENLHOIO TECTUPOBAHUS
na antu-HBc-anTturena 6but sritouen 241 o6pasen. Ilonyueno 35 noso-
JKHTEJIBHBIX Pe3yabTaToB. Pacnpenenenne npudms u pesybTaToB f0mOI-
HUTEJIBHOIO TECTUPOBAaHMS JOHOPOB Ha aHTH-H Be-anturena npencrasie-
nbt B Tabu. 1. Ilpu cpaBHeHUY rpynn MepBUYHBIX U MOBTOPHBIX JOHOPOB,
JIOHOPOB MY>KUMH U YKEHIINH CTATUCTUYECKU 3HAYMMBIX PasInuuii o 06-
Hapyskenuto antu-HBcor-nonosxurenbubix 06pasuos BbIsBAEHO He GbLIO.
B crpyxType Gpaka 06pa3ioB KpOBM IOHOPOB KOJUYECTBO MOJIOKHUTENb-
HBIX Pe3yJIbTAaTOB MccaenoBanus Ha antu-HBc-anTurena npessouuo ko-
muuectso HBsAgnonosxurensubix obpasuos (tabn. 2). Ilpu cpasnennu
JAAHHBIX HAILETO NCCJIEJOBAHUS C AAHHBIMU KOTOPTHOTO OJHOMOMEHTHOTO
CKPUHUHIOBOTO UCCIEA0BaHUS 06Pa3IoB KPOBU AOHOPOB I. XabapoBcka,
nposepennoro OI'BY «HMMUILL remaronorun» Munsgpasa Poccun
B 02.2020 r. 1 ony6nMKOBAHHOrO B HAYYHO-NPAKTUYECKOM >KypHaJe
«[emaronorus u rpancdysuonorus» 23 (1) 2022 r., o6pamaer BHUMaHuE,
4TO OTHOCHUTEAbHOE KosmuecTBo anTu-HBcor nonoxurensusix o6pasuos
npu u3bUpaTe bHOM CKPUHMHIE CyLIECTBEHHO NPEBBIAET KOJIUYECTBO
[IOJIOYKUTEJIBHBIX Pe3yJ/IbTATOB IPU MPOBEAEHNN KOTOPTHOIO MCCIIEN0BA~
Hus (Tabma. 3).

3akawuenne. Kosnuvectso  BoisiBaenHbix  antu-HBcor-nmoso-
SKUTENBHBIX 00pasloB B TedeHWe 2 JIeT IPEBbILAET KOJIUYECTBO

€CTECTBEHHOTI' O TE€YCHU A Haan4gyue
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HBsAg-nonoskurenbHbix 00pasLos, HECMOTpsS HAa OrpaHUYEHHOE KO-
JAMYeCTBO OOpA3LOB KPOBM [OHOPOB TPU M3OMPATENbHOM TECTUPOBA-
nuu. BeposrHocrs BeisiBaenus antu-HBcor-nonosxxurensubix obpasuos
cillydaiiHa, U Cpeiu HeoDCJIe[OBaHHBIX IO 3TOMY IIOKA3aTesio JOHOPOB
C OAMHAKOBOM 4aCTOTOM BCTPEYAETCS y MEPBUYHBIX U MOBTOPHBIX A0-
HOPOB, y AOHOPOB MY>KYMH M JK€HIIMH B PAa3HBIX BO3PACTHBIX IPyIINAX.
Uccenenosanue 0bpasuos kposu goHopos Ha autu-HBc-anturena neneco-
0bpasHO BBECTH B nepeueHb 06sI3aTeIbHBIX TECTOB AJIsl BblsBJAeHUs nHpU-
uuposanubix HBsAg-HeraTuBHbBIX JOHOPOB U ONONTHUTENBHOrO Obecre-
YeHUs BUPYCHOI OezomacHocT remoTpancdysuii.

Tabnuua 1. MpuumnHbl M pesynbTaTbl LOMNONHUTENBHOTO TECTUPOBAHMUS [O-
HOPOB HO GHTUTENA K SIAEPHOMY QHTMreHy renatura B
BuisneHo % oT 0bero unc-

antu-HBc-nono- | na antu-HBc-no-
XuT. 06pasuos, (n) | noxur. obpasuos

% ot obuero
yncna obene-
AOBAHHbBIX

lMpuunHa gononkuTensHoro uccneposakus | Beero,
Ha anTn-HBc

nPOBeﬂ,eHHe nOBTOpHOrO MMMYHOHOV’H-
4yeckoro 0bcneaoBaHms AOHOpa nocne 48 20 6 17
OKOHYQHHA BPEMEHHOTO MEANLMHCKOTO

otsopa (120 aneit)

Mony4eHue NONOXHMTENLHOTO pe3yneTata
NP1 MONEKYNISIPHO-BHONOTUYECKOM HCCTIe-
AOBOHMM B NEPBOH NOCTAHOBKE B MUHMMYNE
HO HanKume:

BUPYCOB MMMYHOAEDULUTA YenoBeka 101 42 17 49
Bupyca renatura B 47 19,5 6 17
upyca renatuta C 45 17,5 6 17

Tabnunua 2. Crpyktypa 6paka o6pasuoB KpoBM JOHOPOB MO HANMYMIO
MOPKEPOB reMOTPAHCMUCCUBHBIX MHGEKLMIA

CyMMapHble QHTH-

CymmapHble
lon BI/IAL/?J 2 aHTMTENA Tena k Bo3byanTe- HBsAg HBcAg- Wroro
-1, - QHTUTENa
k renatuty C nio cudunmca
2021r,n (%
ot obwero yucna | 68 (0,29) 90(0,38) 35(0,15) 10(0,04) | 12(0,05) | 215(0,92)
AOHOpOSB)
2022r.,n(%
ot obuwero uncna | 34 (0,14) 65(0,26) 24(0,1) 11 (0,044) | 23(0,09) | 157(0,63)
AoHoposB)

Tabanua 3. CpasHeHne pesynbTaToB U3BMPATENBHOMO U KOFOPTHOTO UC-
CrefoBaHMs 0BPA3LOB KPOBM AOHOPOB HA HANMYUE QHTUTEN K IAEPHOMY OH-
TMreHy renatuta B

M36upatensbHoe uccneposanme
Ha antu-HBcor (n=241)

KOI'OPTHOe uccnepgosaHme

Xapakrepuctika o6cneaoBanHbIx wa antu-HBcor [n=499)

Kenwmub, n (%) 108 (45) 230 (46,1)
Bospacr, ner 32,5£0,6 28,20,4
Mepeuunsie poHopsi, n (%) 38(15,8) 132 (26,5)
MosTopHbie goHopsi, n (%) 203 (84,2) 367 (73,5)
TonoxutenbHbil peaynsTaT Ha aH- 35 (14,5£2,3) 18 (3,6+0,8)

-HBcor, n (%)



Mpunoxenne 1

Kyra . C., Meeuos 1. 3., Kyuep M. A., Octpuna M. A, 3y6aposckas J1. C., Kynarun A. [1.
ITPOrHOCTUYECKMI KAJBKYIIATOP 1036l OPUTPOIIUTHON B3BECH /IS IETEM B OHKOT'EMATOJIOT TN

HNIN petckoii onkonorum, rematonoruu v tpancnnantonorum um. PM. Topbaueson, NMCIM6IMY um. akaa. W.M. Masnosa, Cawkr-Metepbypr, Poccus

Beepenue. Vimmynonornueckas u undexunonnas 6esonacHocrs, Ha-
PAAY € KIMHUYECKOH 9 (PeKTUBHOCTDIO SBJSIIOTCS KJIIOUEBBIMU [apameT-
pamu 3amectuTenbHol remorpancdyauonnoit repanuu (31 TT) Bo Bpems
Tepanuu OHKOJOIMYECKHX, FeMaTOJOTMYeCKUX W HACJeACTBEHHBIX 3a-
Gonepanuit. Ha cerogusiunuii rens nosuposaHue 9SpUTPOLUTHOI B3Be-
cu (OB) y mereil npu KoppekuMM aHeMNH, BHISBAHHON KOCTHOMOSTOBOM
HEL0CTATOYHOCTbIO, OCTAETCS HEPEerJaMeHTUPOBAHHbBIM, YTO MOYKET ObITh
conpsikeHo ¢ passutrem ocaoxuenuit SI'TT.

Iens paGorbr. OueHuTs NpakTUUeCKy0 3HAYMMOCTb POCHOCTHYE-
CKOTO KaJbKyJIsTopa 8o3bl OB 11 nerteit npu aHemun, BEIBBAHHOM KOCT-
HOMO3TOBOI HEI0CTATOYHOCTBIO.

Marepuaast u meropst. B HVIW IOI'uT um. P.M. Topbauesoii ¢ 2018

no 2020 rox B AByXaTanHOE MCCIEAOBaHUE BKIIIOUEHO 175 nanueHTos ¢ oH-
KOreMaToJOrMYeCKMMU U HACJIEACTBEHHBIMU 3a00/IeBAHUAMU B BO3PACTE
or 3 mecsues go 11 ner (meauana 4 rona), ¢ maccoit rena 5-30 kr, koTopsim
6bu10 BhIMONHeHO 753 Tpancdysun OB o6anyuenHot, nefikopesyunposaH-
HOM IpU aHEMUM CPe[HeH U TSIXKEJION CTeneHel TSKEeCTH, Ges MPU3HAKOB
reMOpparu4ecKoro CUHAPOMA. Beuti ompepesnensr dpaxTopsl, BausOmIUe
Ha npupoct yposus remorsobuna (Hb): Bospact, muenonucnaactuuecknit
CHH/IPOM, I0BEHMWJIbHBI MUEJIOMOHOLMTAPHBIN JIEHKO3, Te-
naTocrieHomeranus, u3bbITok maccel Tena u debpunbHas
nuxopanka. [Ipupoct Hb o 10 r/n 6611 onpenesen, kax kau-
HUYecKu He3Hadyumbid, Beime 30 /1, Kak M3OBITOYHBIM.
VY nereit no 1 ropa B 23,5% (2=16) ormeuascs uzbbITOUHBIH
npupoct Hb. Us nux 8 62,6% (2=10) nocne rpancdysnii
otmevanocs camkenne CKO maxkcumansuo Ha 22% ot nc-
xopnHoro yposHs. B rpymnne crapiue roga s 11,8% (2=81) 6511
BblaBseH usbbirounsiii npupoct Hb, CK® ymenbmanacs
B 49,4% cayuaes us nux (2=40), makcumansuo na 30,6%
or ucxonHoil. Ha ocHoBanuu nosnyuyeHHbIX AaHHBIX OblLia
copmupoBana M 3amaTeHTOBaHA MOJAENb MPOTHO3UPO-
Banus adpdexrusnocrn tpancdysuun OB y pereit (Ilar.
2794332 Poccuiickas Menepanus MITK A61B 5/01, G16H
50/20. Ne 2022112531; zasisa. 05.05.2022; ony6s1.17.04.2023,
Bron. Ne 11). last yno6eTBa MCHOAb30BAHUSI MOAENH ObLI
cospan «[IpornocTnuecknii KaabKyJISTOP 4O3bL 9PUTPOLIUT-
HOM B3BECU AJI5 AE€TEN B OHKOI'€MaTOJIOM U ».

Puc.

Peayabrars u o6cysxaenne. Ha BTopom atane — B npocnekTusHoMH
YACTH UCCJIE[J0OBAHUS C UCIOJIb30BAHUEM IIPOTHOCTUYECKOTO KAJIbKYISTO-
pay 55 nauuentos or 3 mecsiues 1o 9 ner (mepuana 4 ropa), ¢ maccoii resna
5-30 kr 6butn nposenenst 124 rpancdysun OB. Cornacho pexomengye-
mott fose 8-10-12 ma/kr 6bua nposeaena 61 Tpancdysus, adpdexrusnocts
mogaenu coctasuaa 92% (n2=56). B kourpoabHoii rpynne 63 tpancdysuu
OblLIM MpOBeJEHbI JeYalumMK Bpayamu 6e3 npuMeHeHUs KaJbKyJasaTopa.
B pannoit rpynne B 89% ciyuaes (2=56) nporxosuposaHue npupocra
HaxoauJI0Cch B kKopuaope «adpdextusHocTb-6e30nacHocts», 11% rpancdy-
3uit (n=7) 6bLIM C U36BLITOUHBIM TPUPOCTOM. B 061eit nporHocTuueckoi
rpymnne B 90,3% cayuaes (2=112) mpupocr yposus Hb coorsercroBan
3HAYEHUSM, [IOJLy YEHHBIM KaJbKYJISTOPOM.

3axiouenne. B nacrosumee spems «[Ipornocruueckuii kanpkyasatop
[03bl 9PUTPOLUTHOI B3BECH AJISL leTell B OHKOreMaTOIOTMY» BBEJEH B Py-
tunnyto npaktuky HUW JOI'uT um. P.M. I'opbauesoii, uto nossoasier
ocywecrsasts 3I'TT y nauuenros merckoro Bodpacra ¢ 10KasaTelbHON
addextusHoCTHIO N GezonacHocThio. Becnarnas onnaiin Bepcus kanb-
Kynaropa moctymHa mo cceuike httpsi/rbechildren.shinyapps.io/cale/
u Ha catire https:/fdbmt.com/, B pasnene «/las remaronorar.

Kysneuos lO. H., Tony6osckas U. K., Knumosa O. Y., Mapuenko M. B, Kynarun E. A, Ocunosa A. A,, Beikosa T. A., Cagbikos A. M.,
Bapxatos M. M., byr 1. C., baiikos B.B., Kynarun A. [1.

[TPOBJEMBI IMATHOCTUKU 1 NTEYEHN A B3POCJIBIX HAIIMEHTOB C BPOXXAEHHBIM IUCKEPATO30M

HINW petckoit oHkonoruu, rematonoruu v Tparcnnantonorum um. PM. fop6auesoi, MCMEIMY um. akaa. W.IM. Maenosa, Carkr-Metepbypr, Poccus

Beenenne. Bpoxpennsiit quckeparos (BJI) — aro renernuecku ne-
TEPMUHUPOBAHHbII HAC/IECTBEHHbIA CUHPOM, Pa3BUBAIOLUIICS BCIIE-
cTBue Hapyuwenus 6uosorun rtenaomep. OcHoBHbiMM nposiBaeHus BJJ
SIBJISTIOTCSI KOCTHOMO3TOBAsI He/IOCTATOYHOCTD, UMMy HOflepuIuT, mporpec-
CV[Pyl'OLLLa,ﬂ }:LVICbeHKLlVIH Pa3.ﬂ]/l'-lelX OPFaHOB nu BbICOKl/I]‘/’I p”CK pa,sBVlTVlﬂ
onkosornueckux szabonesanuit [Dokal 1., 2010]. Mcropuuecku nannas
MATOJIOTHSI ACCOLMMPOBAHA C JETCKMM BO3PACTOM, OIHAKO, C Pa3BUTHEM
HOBBIX BHICOKOCHENUPUIHBIX METOOB AUATHOCTUKHM, YUACTHIIMCH CILyYan
auarnoctuxu BJl y Bapocasix nanuentos [ Luchkin AV. et.al., 2021].

Iens paborsr. OxapakTepnusoBaTb BapUaHTbl I'eMaTOJOTMYECKUX
M HEreMaTOJIOTMYECKUX MPOSIBJEHUN M MPOAHAIM3MPOBATH ATAIBI AHA-
FHOCTMKM M PE3YJIBTATHI JIEYEHNS y BSPOCAbIX nanueHTos ¢ B/L.

Marepuansr 1 MeTOADI
10 B3pocbix nanueHToB ¢ ycraHoBiaeHHbIM quarnosom B/l Mennana Bos-
pacra nanuentos 35 net (22-51 ron), coornomenne M/2K — 8/2.

Peayabrater u obcyskaenne. Mennana Bospacrta aebrora cocra-
suna 27 ner (14-43 ropa), y 9 (90%) — B Bospacre crapuwe 18 ser.
Iemaronorudeckuii neGoT B BUge MAHIUTOIEHUU UMeIU 3 MAallUEHTa,

HPOBG}ICH peTpOCHeKTMBHbIﬁ aHaJInu3

OunuueiiHol nuToneHun — 6, USOIMPOBAHHOI TpoMbOLUTONEHUN —
1. Makpouutos ycraHosneH y 7 nauuenros, meanana MCV Bo Bceit

koropre coctasuna 118 ¢a (91,56-119,4). Mopdonornueckas kapruna
KOCTHOr'O Mo3ara B 1ebl0Te COOTBETCTBOBAJA FUNONIa3UU KPOBETBOPE-
Husay 9 nauuenros, y ognoro — muenogucniasuu. Kmon ITHT n xpo-
MOCOMHBIE abeppalun OTCYTCTBOBANN Y BCeX DONBHBIX. 3aBUCUMOCTh
oT TpaHC]y3uil KOMMIOHEHTOB KPOBM pasBuiau 9 MallUeHTOB, CHUKe-
Hue abcomorTHoro umcaa weittpoduaos <0,5x10%n sadbukcuposano
y 4. Tpancdopmanus 8 MJIC npousomna y 1 nanuenra uepes 8 ner
or pebrora B/, Y 9 naumneHToB npucy TCTBOBANIM 91€ MEHTBI KOYKHO-CJIU-
3MCTON TpHUaAbl, B 7 ClydasX MMeJUCh APyTHe OpraHHblE NOPayKEHHUs:
paunss ceauna (n=7), ¢pubpos nerxux (n2=5), dubpos neuenu (n=4),
acenTUYeCKUe HEKPO3bl TOJOBOK OeapeHHbIX/miaeuesbix kocreit (n2=3),
HeiipoceHcopHas Tyroyxocts (n=1), crenos moverounuxos (r2=1), cko-
aunos (n=1), crpukrypa numesona (2=1), runonnasua mosxeuka (n=1).
CemeliHbIM aHaMHe3 PaCLEHNBAJICS KaK OTATOIIEHHbIH y 7 IallMeHTOB,
BKuouas 3 Habarofenus B ogHol cembe. BJI pacniosnan B nebiore y Tpex
nauuentos (30%), B ocrasbHOM TpakTOBanMCh Kak HpuobpeTeHHas
annactuyeckass anemus (2=3), ummyHnnas tpombouuronenus (2=3),
MJC (n=1). Mepnana spemenu 1o Bepudukanuu guarHosa — 3 roaa
(6 mecsanes — 13 ner). lenetnueckn noareBepskaeH auaruos y 9 6onb-

ubix: mytauuu B reie TERC (r=6), DKCI (2=3). Cpennsas abconornas
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nauna tenomep cocrasuna 2,3 k6 (0,5-3,9 x6) (72=10). Annorennyio
TPAaHCIJIAHTALUIO TEMONOITUYECKUX CTBOJIOBBIX KJETOK IIOJLy4HJIN
3 nauuenra, k momeHTy aHaaunsa xxus 1 mauuent (+9 ner). Tepanus an-
AporeHamu NposefieHa 3 GOJbHBIM, MeUaHA BpDEMEHU TEPAIIUU COCTA-
Busa 8 mecsaues (1-12 mecsues), Bo Bcex cayuasix remMaTos1orn4eckuil
OTBEeT OTCYTCTBOBAJL.

3axmouenue. B/ moyker ckpbiBaThes og Mackamu pasinyHbIX 3aboJ1e-
BaHUI1 BBU/Y CBOETO NOJIMOpraHHoro Tedenust. [emaronornyeckuii nebror B/]
BO3MO>KeH BO B3POCJIOM BO3PACTE, YTO HeOOXOAUMO MOMHUTB 1pu AnddepeH-
uManbHOl AmarHoctuke unroneHunit. Pegynsrarst nevenus B/l y Bapocabix
GOJIbHBIX OCTAIOTCS HEY/IOBJIETBOPUTEIbHBIMH, HEOOXOANMBI MHOIOLEHTPO-
Bble UCCJIEA0BAHMS U CO3AAHUS TPOTOKOJIOB BeJIeHUSI TAKUX GONBHBIX.

Kykeuna E. B., XuuesaT. A., Kynpawos A. A.

BJIVSHUE TPAHC®Y3UIA OPUTPOLIMTOB Y MALIUEHTOB C ITPEJONEPAIIIOHHON AHEMUEN HA MICXOJIBI IIOCJIE OIEPALIA
HA KJIAITAHAX CEPILIA. PE3YJIbTATBI IICEBJOPAHJOMUN3A LN

HMMU, CCX um. A.H. bakynesa

Beenenne. Ilpenonepaunonnas aHemus SBISIETCS NPELUKTOPOM
HepeMBaHUsS aJUIOTEHHBIX 9PUTPOLUTOB, & UX COBOKYIHOCTb yXy/lIa-
eT ucxonsl nocye onepanuu. OfRHAKO, O CUX TIOP COXPAHSETCS CKETCHC
K flaHHOMY (aKTOpy PUCKa M TIPUBEPIKEHHOCTD K rybuTtenbHoit Tpancdy-
3MOHHOM TaKTHKe.

Ienn paGorsr. Llesbio naHHOrO MCC/IENOBAHUS SIBASETCS U3yUYeHUe
BJIMSIHUSI AOONEPALMOHHOI aHeMUU HA yBesnueHue TpaHcysuil U cBA3b
NepesMBaHMs AJUIOTEHHBIX 9PUTPOLUTOB € XYALIMMHU IOCJIEONEPALMOH-
HBIMM MCXO/IaMH Y TOMOT€HHBIX IPY T NaLlUEHTOB.

Marepuansr u meroasl. Boimonnena mncespopaHpgomusauus —
Propensity Score Matching (PSM), 651 nanuenra, noaseprmmxcs s 2019
rogy IJIAHOBOMY XMPYPIHYeCKOMY MH30JMPOBAHHOMY BMEIIATENbCTBY
Ha KJIanaHax cepiua/ a0pThl, B yCIOBUSX UCKYCCTBEHHOTO KPOBOOOpale-
nus. PSM ocnosana Ha ananmnse noonepauoHHbIX XapaKTEPUCTHK U OIle-
paunonHbix gauHbix B nporpamme SPSS 26.0 ¢ gomyckom coorsercraus
pasuom 0,01. OTnuyuTenbHBIM MPU3HAKOM TPy OBLIO JMIUb HATUYHUE
aHeMUM Iepej onepaluell, ¢ ypoBHeM remoriobuna nvxe 130 r/n.

Peayabrarel u obcyskaenue. B xoropre B uenom (651 nauument)
nepesuMBaHue AJJOTeHHBIX dpUTpouuToB mnorpebosanocs 133 (20,4%)
nanuentam: 100 (43,3%) nanuenTam ¢ ucxonnoit anemueit u 33 (7,9%)
nauuentam Ges unee. Ilocne ncesgopanpomusanuu chopmuposaHo ase
rpynnet no 204 nanueHTa, B KOTOPbIX €AMHCTBEHHBIM OTIMYUTEIbHBIM
npusHakom Oblna npeponepanuonHas anemus. Tpancdysuu spurpoun-
TOB yBeJJMYMBAJH JEeTaIbHOCTb U YaACTOTY HACTY IJIEHU sl KOMOUHMpPOBaH-
HO1 KOHe4HOH Touku kak B koropre B nesom (p<0,0001), rak u B rpyn-
nax nocae PSM (p=0,003 u p<0,0001, coorsercrBenno). Herarususie

pesynbTaThl jedenusi B rpynne nocae PSM oGycaasnusanuces ysenu-
genuem uacrorsl cepaeunoi (2 (10%)/1 (0,5%), p=0,026), noueunoir (3
(156%)/0, p=0,001), peixatenpnoit Hemocratounoctu (3 (15%)/1 (0,6%),
p=0,003), nesponoruueckux (3 (15%)/2 (1,1%), p<0,0001) u undexun-
onnbix ocaoxxuennit (4 (20%)/2 (1,1%), p<0,0001). I[Ipu conocraBumoit
kposonorepe (ma) B rpynnax c anemueir 700 [5600-1400] u Ges 600
[600-1400], p=0,810 nocae PSM, npocnexusaercs siBHas HeraTMBHAs
TeHIEHLMS Tepaluy, JeMOHCTpUpyowas, yseandenue yacos VIBJT (22,2
[12,0-88,5] vs 17,2 [12,65-21,9], p=0,043), xonuuectBa cyTok neueHus
B peanumanuu (1,1 [0,9-4,1] vs 0,0 [0,8-1,1], p=0,002) u cranuonape (10
[8-14] vs 15 [8-24,8], p=0,027). [1pu nposesennu perpecCMOHHOro aHa-
JAM3a Ha MepBOe MeCTOo BHIULIN 2 GaKTOpa, BAMSIOLIME HA JETAJbHOCT:
rpancysus gonopckux apurpouuros (OIII 5,81 (95%1U 2,03-16,58),
p<0,0001) u paurensHocTs MckyccTBeHHOro Kposoobpawenus (OIL
1,02 (95%41 1,01-1,06), p<0,0001). [Tpeauxropamu nepenupaHus aj-
JIOT€HHBIX 9PUTPOLUTOB SIBJASIOTCS: NpeonepaunonHas anemus (9,601
(5,61-16,46 p<0,0001), comyrcrByromas xpoHuueckas 00Je3Hb MOYEK
(2,98 (1,61-5,54), p<0,0001) 1 gnUTENBHOCTD HCKYCCTBEHHOTO KPOBOOL-
pawenus (1,013 (1,007-1,019), p<0,0001).

3axmouenne. Tpancdysun spuTpOLUTOB He CIOCOOHBI CrIAAUTD He-
raTUBHOE BJMSIHME AOONepauuoHHoN aHemuu. Hapsany ¢ onepannonnoit
TPaBMOIi, OHU SIBJISIIOTCS HE3ABUCUMBIM (DAKTOPOM PHUCKA JETAJbHOCTU
U ocJieonepanMonHoii sabonesaemoctn. CBoeBpeMeHHOE JieueHne 100me-
PaLMOHHOI aHEMUU U TIpeAyTpexaeHue Tpancdysuii, B T.4. 3a CYET CTPO-
ro MOAXO/la K UX Ha3HAUEHUIO, SABJSIOTCS (PAKTOPAMM CHUKEHUS PUCKa
KapAMOXUPYPrUYeCKUX BMELIATENbCTB.

KyHnaduua P. U, 3sonkos E. E.2, Tabeesa H. %, Achanamnapoea A. B.'

OIIBIT UCIIOJTh30BAHN S MHTEHCUBHOM TEPAITMU M-NHL-BFM-90 B PECITYBJIMKE BAIIIKOPTOCTAH JIJISI IEUEHU S
JNOO®Y3HOU B-KJIETOYHOM KPYITHOKJIETOYHOU JUMOOMBI ¥V ITAIIMEHTOB I'PYIIIIBI HEBJATOITPUSATHOI'O ITPOI'HO3A

'TAY3 PKOI M3 P, ?@IBY «<HMWL| rematonorum» Munsppasa Poccuu

Beenenue. [{udpdysnas B-xpynnoxnerounas aumdoma (JABKJI) —
3aboJleBaHUe, XapaKTEPU3YIOLIeeCs arpecCUBHBIM TedeHuem. [lepsas nu-
HUS TEPANNMHM C JOCTHIKEHUEM IIOJHOH PEMHUCCHM SIBJSIETCS LIEJBIO JIede-
uus. 3osnoroi cranaapr R-CHOP y naunenros rpynnst Beicokoro pucka
HesroctarouHo apexTrBEH, B CBS3M C STUM NOUCK HOBbIX 3(PeKTUBHBIX
HOAXOAOB K TEPANMU AAHHOU IPYIIIb HALMUEHTOB SIBJISETCS AKTYaIbHON
npobnemoit. C 2023 rona nop yianeHHbIM Py KOBOACTBOM OTAe/IeHUs remMa-
TOJIOTMM M XMMHUOTepanuu Jumpom ¢ 6I0KOM TPAHCIIAHTALUH KOCTHOTO
MO3ra 1 remonoaTndeckux ctososbix kiaerok PI'BY <HMMUI] remarosno-
run» Munsnpasa Poccuu na 6aze OITJIT]1 TAY3 PKOI Munsnpasa PB
HayaTa BHEAPEHUE B KIMHUYECKYIO NPAKTUKY OJIOKOBas Tepanus no npo-
rokosy NHL-BFM-90.

Iens paGorsr. B reuenue 2023 roga Ha ocHOBaHMM pacnpocTpaHeH-
noctu, mopdonoruu, FISH uccnenosanuii B otpenenuu 6p110 nposeueHo
7 nauuenros ¢ guarnozom JABKJI 610koBoii repanueii.

Marepuann u metoanl. B uccnenyemoii rpynre, Bkiouasuieii 7 60sb-
HBIX, COOTHOIIEHUE MY’KUMH U SKEHIIMH OBLIO, TPUMEPHO, OAMHAKOBBIM
(67 1 42% coorsercrBenno). Menuana Bospacta 6onbHbIX coctauia 43,5
(35-52) ner. CornacHo wkase oueHku comaruyeckoro craryca ECOG: 7
(100%) nauuenrtos umenn 1 6ann. Pacnpepesnenue no craguam B coor-
BercTBuu ¢ kaaccudukanueit Ann Arbor-1I — 1 (14% — c nopaskenuem
mosounbrx xenes), 11 — 2 (28%), IV — 4 (68%). ¥V 3 (42%) manuenTtos

BBISIBJIEHO TopaskeHue bosee | skcrpanoganbHoii obnacru. Bosneuenne
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KOCTHOro Mosra nabuonanocs y 2 (28%) Goasubix. ¥ 4 (68%) nauuen-
ToB 3abonesanue manudecruposano ¢ B-cumnromos. Ilosbienue ak-
TuBHOCTH chiBopoTounoro depmenta JI/II otmeueno B 2 (28%) cayuasx.
Pacnpenenenue 6GonbHbIX MO IPyMNam pucka B COOTBETCTBUU C KPUTEPU-
amu MITU 6b110 cnenyrouwum: 5 (72%) — npomeskyTOUHbIH BbICOKUIA; 2
(28%) — BBICOKMIA.

Peaynbrare u o6cyxaenue. [lanuentam nposeseno ot 1 1o 6 6o-
KOB B 3aBUCUMOCTH OT CTAgUU U KﬂVIHP[‘-{eCKO]‘/JI CV[TyaL[V”/I. 1 IIaIUeHT
nosyuun 1 6ok, nanee seuenue He npoposxkeno. OcTaabHbBIM HalMeH-
Tam IJIaHUpPYeTCs 3aBeplieHue Tepanuu o 4 61okos. 3 nanuentam us 7
ObLIM NPOBEAEHbI AUATHOCTUYECKHE JIOMOATbHBIE IYHKIIMM, TPU3HAKOB
NOpa’keHUs JIMKBOPA LUTOJOTMYECKMM U OMOXMMHUYECKUM JMKBOPOM
He Gbuto BhistBieHo. OAMH MalMeHT NpPOBEeAeHbl UHTPATEKAJNbHbIE BBE-
A€HMS LUTOCTATUKOB B CBSA3M C MHBa3ueil OMyXoau B 00OJOYKU CHUH-
HOro Mo3ara Ha yposHe weu. [lepenocumocTsb JevyeHus Gblia yAOBIETBO-
puTenbHas, GiOKOBas Tepamus CONPOBOXAAJIACh TeMATOJOTMYeCcKOH
TOKCHUYHOCTBIO 10 3—4-ii cTemeHu, KOTOpas KyNHMpOBAJach, 4aCTbIMU
HOpa’KeHUSIMU CIMBUCTBIX, & TAKIKE y NaLlMEHTOB OTMeYa uch MHpeK -
onnble ocaoxuenusi. Ouenka nposopumoii 6ioxosoit [TXT no pesynbra-
ram [1OT KT uccaenoBanus: moaHbId MeTabOJMYeCK Uil OTBET 10 IKAaJIe
Deauville nabaonaercsa y 4 nanuentos (85%), a umenno 16 — 2 (28%),
36 — 2 (28%); wactuunsiii orser 46 — y 2 nauuenros (28%), y 1 nauu-
enra He 6b11 nposesen koutpoab [IQT KT us-za yxynuenus cocrosnus



C MOCNEeAYIOIMM JeTalbHbBIM UcXonoM Ha doue axtupusanuu BUY—
undexuu.

3axaouenne. DBioxosoe neuenme no nporoxory NHL-BFM-90
ZJIST MOJIOABIX TIALIMEHTOB ¢ (PaKTOPamMy HeGIATONPUATHOTO IPOTHO3A SIB-
asiercst 53 PpeKTUBHBIM METOOM TEPATMH C Y/IOBJIETBOPUTEILHOI MepeHo-
CHMOCTBIO, O(HAKO TPeByeT TIaTe bHOMN CeIeK MU KaHAUATOB Ha 006~
HO€ JIeUeHue.

Tabnuua 1. Knunndeckas xapaktepuctika 6onbHeix andeysHoit B-kpyn-
HOKNETOYHOM MMM OMOA B MCCNedyeMON rpynne

Knunuueckne napametpel Mccnenyemas rpynna, n=7, %

M 4(57%)
X 3 (42%)

MeAMaHa Bo3pacTa, net 43,5 (35-52)
ECOG 1 7 (100%)
Mopaxehue >1 skcTpaHoaansHoMn obnactu 3 (42%)
MopaxeHune KOCTHOTro MO3ra 2 (28%)
B-cumnTombl 4 (58%)
AxtusrocTs JIAT Bbiwe HOpMbI 2 (28%)
Il craams no Ann Arbor 1(14%)
11l craams no Ann Arbor 2 (28%)
VI cragus no Ann Arbor 4(58%)
MM (3) 5(72%)
MMM (4-5) 2 (28%)

Mpunoxenne 1

Tabnuua 2. Pacnpepenetue naumeHToB No KOAMYECTBY NPOBEAEHHBIX 6110-
kos npotokona NHL-BFM-90

Ot 1 o 3 6nokos
2 3 2

4 6noka 5 6onee

Tabnuua 3. OcnoxHeHus nevenms

KnuHnyeckne ocnoxrenus Mceneayemas rpynna, n=7, %

Mykosut 1-2 crenenu 6 (86%)
Myko3ut 3 cTeneHu v Bhiwe 1(14%)
Ievikonenuns 1-2 ctenenu 3 (42%)
TNerikonenns 3 cTeneHun 1(14%)
TNeitkonenus ic‘renemﬁ nenKonexus 2 (28%)
cTenemnu
AHemus nerkoit cteneHu 3 (42%)
AHemus cpeaHen cTeneHu 2 (28%)
AHeMus TAXENOoN cTeneHmn 2 (28%)
Tpombouutonenuns 1-2 cteneqn 5(72%)
Tpombouutonenns 3—4 crenenn 2 (28%)
3 (42%)

Vindexunonnsie ocnoxretis OPBMU, 6poHxuT, ruapaaennt, nporpeccus B4

Tabnumua 4. OueHka otBeTa Ha neveHune metogom 3T KT
Orteet no MN3TKT

Lkana Deauville 16 2(28%)
LWkana Deauville 36 2 (28%)
Lkana Deauville 46 2 (28%)

Kynesuu E. O., Maptuinkeeuy U. C., Cupopkeeuy C. B., Moteiko E. B., Muxaneea M. A., Kyswunos A. |O., Bonowwnn C. B.

MOJIEKYJISIPHO-TEHETUYECKUE MAPKEPBI [IPOTHO3A ®OJIIUKYIISIPHOV JTMUMOOMBI
DIbY PocHUUTT DMBA Poccum

Beepenue. Qonnuxynspuas numpoma (DJI) asasercs rereporen-
HbIM 3a00JIeBaHNEM, XapaKTEPU3YIOLMMCs GobLIUM pasHoobpasuem re-
HeTUYEeCKUX N3MEHEeHUI, JIeXKAIMX B OCHOBE ero narobHuoJIorum.

Iear pabGorel. ayuenue monexynspHO-reHETUYECKUMX MapKepoB
nporunosa OJI.

Marepuanst u meroapl. Brxiioueno

144 naumenrta (77,1% mnpocnexTUBHO)
¢ meamanoi Boapacta 55,0 roga n menma-
Hol Habmonenus 34,3 mecsua. das FISH
MCCIIeJOBAHUSL VCIOJIb30BAIM CYCIEH3UIO
KJIETOK MJIM Mas3ok nepudepudeckoii Kpo-
su u JAHK-npo6vi: BCL2/18q21, BCL6/3q27,
TP55/17pl3. Myranuonnsiii craryc 16 ok-
3oHa reHa FKZH2 ouneHWUBanu ¢ IOMOLILIO
cexBenuposanus no CoHrepy Ha aBromaru-
geckoi kanuaasipuoit cucreme MegaBACE
1000 DNA Analysis System. NGS nposo-
aunocs Ha nardopme NextSeq (Illumina)
METO/IOM TAapHO-KOHLEBOI'O 4YTEHUs C HC-
H0JIb30BAHMEM KACTOMHOI MaHeJ 1 30HI0B.
JlanHble aHAIMBMPOBAIMCH C MCIOJIb30BA-
muem SPSS Statistics 26, Jamovi 2.4.8.0, R
version 4.2.2.

Peayabprarst u obcysxaenue. Yacrora

BCL2/18q21, BCL6/3q27, TP55/17pl3 cocra-
Buna 41,0% (43/105), 14,1% (14/99) u 14,0%
(13/93) coorsercTsenno. Haubonee wne-
GnaronpusiTHoe TeyeHUe xapakrep-
Ho ana DJI ¢ coueranmem BCL2/18q21
u BCL6/3q27: 2-netnsas obuwas BbIKHUBA-
emocts (OB) cocrasuna 40,0% (95%/1U1
4,3-77,7),
y nanueHTOB Ge3 coueTaHus JaHHBIX abep-
paunmii, p=0,0256. Yacrora myraumii rema
EZH?2 (p.Y646X) cocrasuaa 17,1% (19/111).
Hanuuue myranuu ssiasiercss 6aaronpust-
HBIM [POrHOCTHYECKUM NPU3HAKOM: 2-JeT-
HSIs1 BbI)KMBaEMOCTDb 6e3 IPOrpeccupoBaHust

4TO JAOCTOBEPHO HMIKE, 4YEM

(BBII) cocraBuna 84,2% (95%/11 60,4-96,6), B rpynmne 6ea3 myTauun —
45,8% (95%/1 45,8-66,8), p=0,04. Ananoruunsie peaynsrarsl 6611 110~
Jly4eHBl B OTHOLIEHNU BblskuBaemoctu 6es peunpusa (BBP) (p = 0,024)
u Geccobpituiinoit BxusBaemoctu (BCB) (p = 0,011). B ananuse 5-ner-
Heil BLIXKUBAEMOCTH OTMeuasach Gosee BBICOKAas CTeNeHb JOCTOBEPHOCTH

Puc. 1. A) BospactHo-nonosas nupamuaa; b) OtHocutenshuiit puck (OP) B8 aHanuse 5-netHelt 6eccobbituii-
Hol Bbixusaemoctn (BCB); B) IeyxneTHsas obwas seixusaemocts (OB) B 3aBUCHMOCTH OT HanMums coueTaHmil
BCL2/18921 v BCL6/3q27; T) MatuneTHas Beixusaemocts 6e3 nporpeccuposams (BBM) & saeucumocty ot my-
TAQUWMOHHOrO cTaTyca reHa EZH2.
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Puc. 2. A) Niumdongras taprethas NGS-nanens (118 rewos); b) Tpaduueckas uHTepnpetaums pesynstatos aHa-
nusa dyHkuMoHansHoro oborawerus Habopa reqos (GSEA); no ocn X — konAMYeCcTBO MyTUPOBABLIMX TEHOB,
NPUHAANEXALUMX KOHKPETHOMY KJIETOYHOMY MpoLEccy; Mo ock Y — HA3BAHME KIETOYHbIX MyTeM, Crpynnmupo-
BOHHbIX N0 dyHKUMOHANLHOM NpuHaanexHocTy; B) ROC-kpueas, nonyyeHHas B oTHOweHuM 2-neTHeit obuwe
BLKMBAEMOCTM A9 ONPEeAEeNeHns MOPOrOBOM BENWYMHbI OMyXONeBoi MyTauuoHHoM Harpysku (TMB); T) u 1)
JeyxnetHue BeccobbiTUitHAs 1 0BLLAS BBIKMBAEMOCT COOTBETCTBEHHO B 30BMCUMOCTH OT BEMMYUHBI OMyXone-

BOM MyTaLMOHHOM Harpy3sku (TMB).

Tabanua. CpaBHUTENbHAS XAPAKTEPUCTMKA NALMEHTOB C MyTALMEN reHa
EZH2 (mutEZH2) v naunenTos 6e3 myTaumm (amkuit Tvn)

MNapametp

MeguaHa, net

0-1
22

1-2
3A-3B

bulky

23 oyaros, pasmepamm
23 cm

cnneHomerans
B-cumnromsi
nneBpUT U/ Mam acuuT
umTONEHMS
>5x10°/n onyxon. knetok

MopaxeHue koctHoro
mosra

KkcTpaHopansHbie
nopaxeHus
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Dukuit n (n=92) mutEZH2 (n=19)
Bospacr
57,5(36,0;71,0) 48,0(26,0;72,0)
ECOG
69 (75,8%) 17 (89,5%)
22 (24,2%) 2(10,5%)
Lintonoruueckuit n
58(63,1%) 17 (89,4%)
34(36,9%) 2(10,6%)
GELF-kputepun
37 (40,2%) 7(36,8%)
62 (67,4%) 15 (78,9%)
39 (42,4%) 8(42,1%)
47 (51,1%) 6(31,6%)
15(16,3%) 3(15,8%)
2(2,2%) 1(5,3%)

13 (14,1%) 3(15,8%)
49 (53,3%) 10 (52,6%)
26(28,3%) 6(31,6%)

0,125

0,237

0,025%

1,000
0,418

1,000
0,138
1,000
0,434
1,000

1,000

0,785

MNapametp

[-1l
l-1v

Neiikouns, x10°/n
Temornobus, r/n
Tpombouutsi, x10°/n
Tumdouutsl, x10°/n
CO3, Mm/y

2-MT, mr/n
N, En/n

CD10
CD23
Bcl-2

Bcl-6
Ki-67, %

Oukuit vn (n=92)

234(138;387)

222 (149; 465)

pasauumii: p=0,035 (OB), p=0,004 (BBII),
p=0,016 (BBEP) u p<0,001 (BCB). B pe-
rpeccuonnom ananmmude OP mus myraumnm
rena EZH2 cocrasun 0,21 (p=0,009), 0,15
(»=0,001) u 0,20 (p=0,029) B oTHOWEHUM
5-nmeruux BBI1, BBP u BCB coorsercTBen-
Ho, puc. 1. Ilo peaynsraram NGS renern-
yeckue abeppauum ortmedanaucs y 100%
nanuentos (7=26). Bcero smiasneno 134
myranuu B 51 rene. HauGonbmas vacrora
MyTrauui ormedasnacs B renax: KMT2C —
50%, KMT2D — 50%, CREBBP — 31%,
NOTCH? — 31%, GNAS — 23%, FATI,
ITPKB v KDR — no 19%, ATM — 15%.
OnyxoneBass MyTrauuoHHas  Harpyska
(TMB) onpepensinach Kak KOJMYECTBO
mytauuii Ha 1 Mb mocnenosarensnocTn.
Mennana TMB cocrasuna 5,0 mut/Mb.
C nomowsio ROC-ananusa 6b10 onpenesne-
Ho noporosoe snaverne TMB (5,8 mut/Mb),
B COOTBETCTBMM C KOTOPHIM BCE IALMEHTHI
pasfensauch Ha fABe TPYNIbL C HUBKOH
TMB (<56 mut/Mb) — 14 (56%) u c BBICO-
xoit TMB (26 mut/Mb) — 12 (44%) Gounb-
ueix. B rpynne ¢ soicokoit TMB 2-nernue
BEIT u BCB pasusaaucs 36,4% (95%/111
10,9-69,2) u 27,3% (95%1 6,0-61,0) co-
OTBETCTBEHHO 10 CPABHEHMIO C OOJbHBIMU
¢ muskoit TMB — 72,7% (95%11 41,9—
91,6, p=0,071) u 72,7% (95%1AUN 41,9-91,6,
p=0,037), puc. 2.

3axaouenune. Coueranue abeppa-
umit BCL2/18q21 n BCL6/3q27 oxasbiBa-
eT Haubosee HebJIArONPUSTHOE MPOTHO-
cTudeckoe BozaeiictBue Ha teuenue DJI,
a Hanuuue mytauuu B rene LZH2 (Y646X)
XapaKTepUayeTcsi AOCTOBEPHO  JIy4LIMM
nporuosom. Beicokas TMB, orpaxarouas
MyTAaLMOHHBIA NPOQUIIb Oy XOJH, SBJISIET-
CSl CTATMCTMYECKM LOCTOBEPHBIM HebJiaro-
MPUSTHBIM TPOTHOCTHYECKMM (PaKTOPOM
y nanuentos ¢ DJI.

mutEZH2 (n=19) p
Cragms (Ann Arbor)

9(9,8%) 1(5,3%)
83(90,2%) 18 (94,7%) 1000
Knunnueckuit ananus Kposu
6,2(3,4;16,8) 6,9(2,9;38,2) 0,776
134 (102; 151) 132 (113; 159) 0,512
207 (128; 355) 0,539
1,5(0,7;9,6) 2,4(0,6;31,4) 0,357
13 (5; 41) 7(2;27) 0,104
Buoxummueckue nokasarenu
52(2,2;87) 6,2(1,5;109) 0,379
203 (137; 390) 0,355
WU X-uccnepoeanmue
61(76,3%) 16 (100,0%) 0,036*
54(67,5%) 10(62,5%) 0,774
68 (85,0%) 15(93,8%) 0,688
60 (75,0%) 8(50,0%) 0,068**
30(10; 84) 20(10; -) 0,332

Mpumeyanue: IO — nakrataernaporenasa, CO3 — ckopocts oceganms sputpoumtos, P2-MI — Geta-2-mu-
kpornobynuk; * — pasnuuns mexay rpynnamu goctosephs, p<0,05, ** — oTmedeHsl pasnmnuns ¢ yposHem

3Hawumoctn p<0,1.



Mpunoxenne 1

Kyctosa [1. B.', Kupnerko A. H.!, Motbiko E. B!, llennsven M. B, Tept T. H.!, Ebpemosa E. B.', LLlysaee B. A.2, Cupopkeenu C. B!,
Maptbitkeeny U. C!

AHAJIVI3 MYTALIAY C HESCHOM KJIMHUYECKOM 3HAYMMOCTBIO ¥ TAITMEHTOB C BCR::ABL-HE3ABUCUMON
PE3UCTEHTHOCTBIO K UTK

'OIBY «PocHUUIT DMBA Poccums, 2PIBY» PocHUUIT PMBA Poccuu, Poccuiickas MeaNLMHCKAs OKOAEMUS HENPEPLIBHOMO NPOGECCHOHANLHOTO 0BPA30BAHMS

Beepnenne. Myranuu B xunassom pomene BCR:ABL npusopsar
K PasBUTHIO PE3UCTEHTHOCTU K T€PANIMM MHIMOMTOPAMU THPO3UHKHHAS
(UTK). HecmoTps Ha X KJII04€EBY10 POJib, CYLIECTBYIOT AONOTHUTEIbHbIE
reHeTHYeCKHe MeXaHU3Mbl PESUCTEHTHOCTH K TapretHoii tepanuu XIVLJI.

Ienn paGorsr. Vcnonbays paHHBIE CeKBEHMPOBAHUS CJIEJYIOLIErO
nokosenus: (NGS) ouennts Biusuue myranmit BCR::ABL-nesaBucnmpix
reHOB ¢ HesiCHOM kamuHuyeckoi sHaunmoctsio (VUS) na passurue ycroii-
unsoctu k ITK y 6onsusix XMJL.

Marepuasbl u metopsl. B uccnenosanve srimoueno 43 nauuenra. I'pynna
1 ¢ BCR:ABL-nesaBucumoit pesucrentHoctsio — 32 naumenra (18 mysxunn
u 14 >xenwwmn) B Bospacre or 14 no 74 ner (Me=44) (ne umeBILIMX TOYEUHDBIX
mytauuii B rese BCR:ABL) v rpynna 2, orBeTuBLINX Ha JiedeHne (KOHTPOJIb-
Hast) — 11 nauuentos (6 my»xuun u 6 >xeHmun) B Bospacre ot 33 o 75 ner
(Me=58). Bcem mnaumeHTam NpOBENEHO CTAHAAPTHOE LUTOTEHETUYECKOE
MCCJIEOBAHNE KJIETOK KOCTHOTO MO3ra M MOJIEKYJISPHOTE€HETHYECKOE VIC-
ciegosanve kposu meropom NGS ¢ ucnonbsoBanvem muesonaHON naHean
us 118 renos ¢ ry6bunoit npourenns 200-1000x na npubope MiSeq (Illumina).
Kaunnyeckyro 3HauMmocTb o6GHApY >KEHHBIX MyTalMH OLEHMBAJIM 1O Oase
nanueix Franklin. DyHKIMOHAIBHAS AHHOTALMSI T€HOB [POBOANIIACH C IIOMO-
wbio SHUMKIIoNe AN Metabonnueckux nyteit KEGG PATHWAY.

Peaynbrarel n oGcyskaenne. Kapuorunuposanue nokasano Ha-
JMYMe JIONOJHUTENbHBIX Xpomocomubix abeppaumit XA B rpynne 1
y 23% nauuenros u y 18% nauuenros B rpynne 2 (p=0,043). Myraunun
VUS obuapysxensl B obeux rpynnax: s rpymnne 1 soisisaenst y 100% na-
uueHToB U B rpynne 2 mytauuu y 81% naumentos. B rpynne 1 nau6o-
Jlee 4acTo MyTtauuu Berpedanucs B renax 1E12, KMT2D, NFI. B rpynne

2 naubouee uacro myrauuu 6bu1M BeisiBnens B renax NI, TET2, KMT2D,
NOTCH?, BCR, ETV6, ATM. 1o nanaeim KEGG PATHWAY rensi: PTEN,
NFI, BRAF, ATM, KLF2, PIK5CB, STAT5 y4acTByloT B CUIHAJBHBIX ILy-
tax FOXO u EGFR. IIpennonaraercs, uro tuposunxunasa BCR:ABL
MOAAB/ISeT TPAHCKPUILMOHHBIE (PAKTODPBI JAHHBIX CUTHAJBHBIX ILyTeH,
nopaepkuBas mpoaudepanuo MIM MHTUGUPYS ATIONTO3 OMyXONEBBIX
KJIeTOK. OTO MOATBEPKAAET TOT (PaKT, 4TO, HECMOTPSI HA HECKOJIBKO JIU-
Huii repanuy, y 60% nanuentos ¢ myraunamu VUS B curnanbHbIX myTsax
EGFR unu FOXO BMO rak u ne 6b11 gocturuyt. Hannuue JIXA orpa-
KaeT FeHOMHYI0 HeCTaOUIBbHOCTD, &y TAIIUEHTOB C MyTALIMSMU B CUTHAJb-
Hom iyt FOXO Habuogaercs Gospe aByx JIXA.Y nanHbix nauneHTos
BBISIBJISIETCS COYETAHUE TPUCOMUU S-I XPOMOCOMBI U UB0XpoMocombl 17,
MOHOCOMMH 7-# Xpomocombl U Tpancaokanuu t(3;12), tpucomun 8-t xpo-
MOCOMBI, UB0XPOMOCOMBI 17q 1 AyIIIMKALMU AEPUBATHOM XpPOMOCOMBI 22.
Mepunana 6ecnporpeccusHoii Beixkuaemocty (6.8.) y NalMeHTOB Py b
1 ¢ myraumsamu B curnanpabix nytasx FOXO nnu EGFR mmke (16 mec.)
O CpaBHEHWIO ¢ manueHTamu rpynnbl 1 6es takux myraumit (21 mec.).
TaK)'Ke CTOUT OTMETHUTH, YTO y IIalMeHTOB prl_ll_[bl 2, y KOTOprX OTCyT'
creytor mytauuu 8 FOXO nnn EGFR u [1XA meauana 6.8. He gocTuruy-
ta (p=0,039). Oro roBOpUT 0 BOBMO’KHOM COBMECTHOM BJIUSHUY JBYX 9THX
dbaxTopos na passurue peaucrentnoctu k UTK.

3axarouenne. [enernueckuii nanamadT y manueHTos ¢ peaucTeHT-
HoCTbI0 Gostee pasHooOpasen. [Ipumeuarensho, uTo HauboblIee KOIMYeE-
CTBO MyTaluii GbL10 OBGHAPY’KEHO B TeHaX, yYaCTBYOWUX B CUTHAIBHBIX
nytax FOXO u EGFR, a nanuuue Bsaumocessu ¢ JIX A noguepkusaer nx
BayKHOCTB B popMUpoBanuM ycToitunsocty k Tepanuu VITK.

Jlazapeea O. B., Manonetkuta E. C., Upi6a H. H., LLeeu [. A., Mapoeuunmnkoea E. H.

BHEIPEHUE CTAIIMOHAP3AMEIIAONIVX TEXHOJOTHI B POCCHICKON MEIEPALIAN
PreyY «<HMUL rematonoruun» Munsgpasa Poccum

Beenenne. Crannonapsamematomue texnosornn (C3T) moxasanu

cBoto 3P PEeKTUBHOCTD KAK B MUPOBOI MPAKTUKE 3/[PABOOXPAHEHUS, TAK
u B Poccnn, no3Bosiss npoBoanTk CII0XKHBIE IUATHOCTHYECKHE NCCIIER0BA~
HUS, BHEAPSATh PecypcoemMKue TexHosoruu, 6onee sdpdexTnsHO MCTONB-
3oBaTh KkoeuHblil ¢oun xpyraocyrounsix otaenennit (KC). Ykasaunsie
BoamoskHoctu C3T peannsosanuce Ges ymepba kauecTBy IpOBOAMMOI
Tepanuu, COXpaHss Y MHOTMX OOJbHBIX PUBLIYHOE UM KAYECTBO JKU3HHU.
Iuesnoit crannonap rematonorudeckoro npoduis (I'ZIC) snepssie 6b11
cosaan B 1990 ropy na 6ase 'HI] PAMH (®I'BY «HMUL] remarosno-
run» Munsppasa Poceun) [Llniba H.H., 2000]. Bouin paspaborans no-
KasaHMsl ¥ YCJIOBUS ISl FOCHUTAIM3ALUMN DOJIBHBIX, OUepYeHa MaToJ0rus
[IPY KOTOPBIX CIELUAIN3UPOBAHHAS T€MATOJIO-
ruueckas nomoinbs morsa okaseiBathes B L /1C,
Ha IpUMepe OTAe bHbIX 3a601eBaHU CUCTEMbI
kposu (3CK) npoananusupoBanbl acrnexTbl
kagectBa >kxusuu oompubx 1 JIC, sxoHOMMuUe-
ckas adpdexTusnocTs ero pabors [ {pi6a H.H.,
2012].

Iennr paGorbr. Onenxa obecreueHHocTH

C3T B remarosioruu Aj1st BSpOCJIOro HaCeJeHUS,
OIpe/e/IeHNe IPUYMH, 3aTPYAHSIOLMX UX IO~
BCEMECTHOE BHEIPEHME.

Marepuanst u meronst. Ilpoananusupo-
BaHa MHQOPMAIMS, MONyUYeHHasi B XOJe BbI-
eapubix meponpustuit OI'BY HMUIL re-
maroaorun» Munsapasa Poccun u ordernsie
orpaciesbie  (OPMBI  CTATUCTHYECKOTO Ha-
omonerust Ne 14nc (DDCH Ne 14nc) za 2019-
2021 rr.

Peayabrarnt u o6cysxaenne. ['emaronoru-
yeckas caysxba k 2022 r. opranusosana B 81
us 85 cybrvexros PD. T'IC bynkumonupyror

B opranusanuonubix ¢popmax: npu KC, m1u6o B amGynaTopHbIX ycnoBusax,
uro pomyckaercs npukasom Munsgpasa Poceun or 15.11.2012 Ne 930n
(ITopsimok o remaronoruu). I'/IC opranusosanst B 58 us 85 cyonwexros
P® (68%) (puc.). Cornacio ®DCH Ne 14xc, uucno remarosornueckux
KOeK [J1s1 B3pocJblx yBennuuiaocsh Ha 8,82% ¢ 533 no 580 xoek, obecneuen-
HocTb umu yBeanuunnacs Ha 9,65% c 0,046 no 0,050 xoek na 10 ThIc. Bapoc-
Joro HacesneHus, yposens rocnuranusanuu B I'JIC noseicuics na 11,67%
¢ 2,9 no 3,3 na 10 Toic. B3pocaoro Hacenenus. B 2021r. nuskue yposun
rocnuraausanuu Bapocabix Ha koiiku [JIC ormeuenst B PecryGuuxe
Tarapcran (0,1), ITepmckom kpae (0,2), Yens6bunckoit 0621. u Pecriy6nuke
Byparus (0,3), Opaosckoit, Tynbckoit 06a. n Yysawckoit Pecriybnuke
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(0,4). Haubonbmmit — B Tambosckoit 06a. (29,3), Xabaposckom kpae
(16,4), Slpocaasckoit obaactu u r.¢.3. Mocksa (11,9). Cpeanssa nponoa-
skuTenbHOCTh npebbiBanus Ha koiikax [JIC B PD cokparunacs k 2021
r. ¢ 6,9 mo 6,4 nus (6,3%). MunumanbHasl AIUTENLHOCTD JIEUEHUS] OTMe-
uena B Benroponackoii, Tamboscxkoit u Hopocubupckoit 06:1. (mo 1 auiwo),
Ilepmckom xpae (1,4 nusa), Vsanosckoit (1,7 pus) n Teepckoit (2 nus)
06a. Iratubie nonxuoctu spaueit aas [JIC pexomennosanst [lopsakom
IO reMaToJOrMH, O(HAKO B OCHOBHOM /151 obecnieyenus paborst [JIC npu-
BJIEKQIOTCSI BPa4M U3 APYTUX FeMaTo0rMYeCKUX oApasaeennii. Pesxum
paboter B 1-2 cmensbl, peako B 3.

3axmouenne. Hecmorps na poxasannywo addexrusnocts, [JIC
HEJI0CTATOYHO LIMPOKO BHEAPEHEI B cucTemy 3apasooxpanenuss PD (or-
CyTCTBYIOT B 29 peruoHax), 4To CBS3aHO C OPraHM3ALMOHHBIMU CJIOXK-
HoCcTAMM Ha ypoBHe cybbexta PD: HeobxoaMMoCTh JMLEH3UpOBaHMS,
orcyTcTeue obbemos, kaaposbiit aeduunt. Heobxomumo npomomxuts
sueapenue C3T no npoduinio «remarosnorus» B cy6nvexrax PD, koropsie
ABJSIIOTCS COBPEMEHHOH, 9KOHOMMUECKHU HesecoobpasHoit dopmoii oxa-
3aHUS MeIUIIMHCKON MOMOIIU B3POCIOMY HAaCeJeHMIO MO3BOJISIONme ad-
dextusno obcnenosars u neunts nanuentos ¢ 3CK, coxpansis npusbru-
HOE UM KadeCTBO YKU3HU.

JNatbiwes B. ., Lisetaesa H. B., Batpos . A., pxumonosckui A. B., Oannwsan K. K., JNlykuna E. A.

PE3YJIbTATHI JIEUEHM S BOJbHBIX ITAPOKCU3MAJBHOM HOYHOIM T'EMOIVIOBMHY PUEH, OCJIOKHEHHOV CUHIPOMOM
BHEIEYEHOYHO¥ ITOPTAJIbHOM I'MITEPTEH3U U

DreY «<HMULU rematonorum» Munsgpaea Poccum

Beepenne. [lapokcusmanbhas Hounas remoraobunypus (ITHI) —
pefikoe KJIOHAIbHOe 3a00IeBaHte CHCTEMBI KPOBH, KJTI0YEBBIMU MTPOSIBJIE-
HUSIMU KOTOPOTLO SIBJISIIOTCS KOMILIEMEHTONOCPEJOBAHHBIA BHYTPHUCOCY-
AMCTBII remous, AucgyHKLMS KOCTHOIO MO3ra U 4acThle TpOMOOTHYECKHE
ocnoxnenus. Tpom6os BoporHoit Benbl cocrabister okoo 10% B crpyx-
Type Bcex Tpomboruueckux ocaoxnennit [THI. Hapywenue orroka
KPOBH B CHCTEME BOPOTHO BEHbI IPUBOAUT K Pa3BUTUIO BHEIIEUEHOUHON
nopransaoit runeprensun (BIII') — cocrosuus, xapaxrepusymoumerocs
CIJIEHOMETAJIMEH, IUTONIEHHUEN, HAJIMIMEM BAPUKO3HO-PACIIMPEHHBIX BEH
(BPB) nuiwesona u skenynka 1 BBICOKMM pUCKOM KpoBoTtedenuit us BPB.
Tepanusa noprajbHOI rMNepTeH3UH NpeACTaBiseT 0cobble TpyAHOCTH
y 6onbupix ITHI B cBsi3u ¢ HaJAM4YMEM LUTONEHUM M UCXOAHBIX HApylle-
HUU B CUCTEME reMoCTasa.

Ilenn paGoror [lposectn anannua pesysbTaTOB JieueHUs MAalMEHTOB
¢ ITHT, ocnosxnennoit passuruem BIIILL

Marepuanst u meronsl. B ananus sxmouenst 4 6oabupix ¢ [THI u na-
auumem cungpoma BIIL, passusiierocs B pesysnbrare Tpomb03a BOpoTHOI
Benbl. [luarnoa [THI 6b11 ycTaHOB/IEH B COOTBETCTBUY € HALLMOHAIBHBIMU
KJIMHMYECKUMU peKoMeHAauusamu. [l1s BbIABIeHMS CHHAPOMA IOPTAJIb-
HOM TMIIEPTEH3UM NPUMEHSIM MHCTPYMEHTAJIbHbIE METOAbI AUATHOCTH-
xu: Y3 opranos 6prowHoii nosoctu ¢ ponnaepomerpueit cocynos, KT
OpraHOB OpIOLIHON IMOJIOCTHM € BHYTPUBEHHBIM KOHTPACTHBIM YCHJIEHU-
em, OIJIC c ouenxoit BPB numesona u skeayaka. Beem 6oabHbiM GbL10
NPOBEJEHO XUPYPrUYeCKoe JeueHrue NOPTaIbHON rMIepTeHsuU B 0bbeme

crenskromuu ¢ (y 3 6oabubix) uau 6es (1) npowmsanna BPB skenynxa
(8 ormenennu remarosnoruyeckoit xupypruu OI'BY <HMMUIL remarosno-
run» Munsppasa Poccun).

Peayabrarnt u 06cysxaenne. OCHOBHbIE XapaKTEPUCTUKU DOJIBHBIX
M NpOBe/leHHBIX ONEPATHBHbIX BMEIUATENbCTB NMPHUBEEHBI B TabsMue.
Menunana pasmepa [THI-knona cocrasuaa 95%. Tepanuio sxynusyma-
60M Ha MOMEHT NPOBe/IeHUs XUPYPrUueCKOro JieueHHs OPTalbHON Iu-
nepreHsuu nosyuanu 2 GonbHbix. Y 2 apyrux GoJbHBIX HaTOreHeTHYe-
ckas tepanust [THI 6bia navata nocse onepatusHoro jeuenus. Y Bcex
4 GoBHBIX ONepauts OCJA0KHUIACH OOBLIONH HHTPAOIepPALMOHHON KpO-
BONoTepeii, 4To GbLIO 0OYCI0BIEHO KPOBOTEUEHNEM U3 BAPUKO3HO-U3Me-
HEHHbIX BEHO3HBIX KostaTepaseir. Y 2 us 4 GONbHBIX UMEIU MECTO TO-
CJIeOTepallMOHHBIE OCTIOXHEHUs. Y BceX GOJBbHBIX TMOCE CIJIEHIKTOMUM
OTMeYeH IOJHbLA MM YaCTUYHBIA perpecc uuronenuu. Ha nanubiil mo-
menr (12.2023 r.) cpok Habmopenus cocrasaser or 12 no 84 (mepnana —
42) mecsiueB; Bce GONBHBIE >KUBbI, PELUAUBOB >KEJIYHOUHO-KULIEUHBIX
KpPOBOTEYeHUH He ObLIO.

3axmouenne. cungpom BIII' y 6onbubix ¢ [THI npeacrasnser coboit
0coby10 cUTyauu1o, TpeGyoILy 0 KOOPAUHUPOBAHHOTO MyJIbTH/MCLUIIN-
HapHOro Noixofia (remaroJory, Xupypru, aHeCTe3UOJOrH, SHAOCKOIUCTHI)
B CBS3U C KpaiiHe BBICOKMMH TEpHONePalMOHHBIMU puckamu. B 4 npuse-
AEHHBIX CJLyYasix CBOEBPEMEHHOIO ONEPATUBHOIO JIeYeHUs HOPTaIbHOMN Ih-
HepTeH3UM HABII0AIOTCS XOPOLLIYE OT/aJIeHHbIE Pe3yJIbTaThl: OTCYTCTBYIOT
>KeJLyJ0UHO-KUILIEeUHble KPOBOTEUEHU S U KPUTHYECKAS] LIUTOMNEHMSL.

Tabnmua
Mon, Bospact JNokanuzauus Crenens BPB Tepanus skynusymabom 06 K MocneonepaunoHHbie Mokasatenu kpoeu | Mokasatenu kposu
6 bEeM onepaunm posonoTeps
HQ MOMEHT onepaLmm Tpombo30B A0 onepaumm A0 onepaummn OCNOXHEHMS A0 onepaumu nocne onepauuu
CnnenakTomus [uHamMHueckas TOHKOKM- Hb 43 r/n Hb 75 /n
BopotHas sena, Muwesoa 3 cr. ractpotomms, LIEYHAs HENPOXOAMMOCTb, PLT 24 PLT 254
X, 75 WHbapKTLI Koo o Oa P aPB 3000 mn B WBC 2,1 WBC 4,9
Cene3eHKm yaok 3 cT. npowueaxune nakyHapHbiit ubapkt M, nar177 nar212
xenyaka QATOHUSA MOYEBOTO ny3bipsa HTM 4]% HTM 43%
CrneHsKTOMMUS Hb 83 r/n Hb 89 r/n
Boporas eena, Muweson 3 cr. rGCTPOTOMMS, NPO- JleBOCTOPOHHMIt rMApPOTO- PIT 57 PLT 443
M, 61 ceneseHouHas >KeLu .El3 . Oa P BPB | P 4500 mn P AP WBC 1,7 WBC 4,77
BeHa nypok 3 cT. WKBAHUE nuue- pPaKc, NaHKpeaTnT NAr 307 AT 470
BORQ M XenyRka Nt 78% Nt 78%
Hb 67 r/n Hb 119 t/n
BoportHas Muwesona 2 ot PLT 21 PLT 302
X, 28 BeHa, MHbapKT >KL”' A 2 : Het CnneHskToMMs 4000 mn Het WBCO0,8 WBC 4,8
cenesenku enlyRoK £ cT. NAr 5074 NAr 2530
nTn 78% NN 94%
BopoTHas BeHa, CrnensKTomms Hb 60 r/n Hb 100 r/n
ceneseHouHast Muweson 3 cr. LaciooTOMMS 4 PLT 26 PLT 355
X, 26 BEHA, BEPXHSIS X 3 : Het p B'PB 2000 mn Het WBC 1,3 WBC 2,8
BpixeeuHas eNyRoK 3 CT. npownsanme NAr 3350 nar 2200
Bewa xenyaka Mt 56% nTM 81%
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Mpunoxenne 1

Jlenuk E. E.!, Kosanuk B. B.!, Kosnos A. B.", bopsenkosa E. C.', Jlenuk K. B.!, Konpakoea E. B.!, Monoea M. O.!, LLUHeiipep T. B.2,
Ycnenckas O. C.2, lenucoea B. B., lemuenkosa M. B.*, Kemaitkun B. M.°, Cemenosa A. A.6, Tyman I. C.6, 3i03run U. C.7, Momncees U. C.',
Baiikos B. B.!, Muxaitnoea H. B.", Kynarun A. 1.

MHOFOHEHTPOBOI/UI OIIBIT IEYEHU A ATPECCUBHBIX TEPUDEPUYECKUX T-KJIETOUYHBIX TUMDOM — POJIb TPAHCIIJIAHTAIIUA
TEMOITIOATUYECKNX CTBOJIOBBIX KJIETOK B 9PY TAPTETHOM 11 UMMYHOTEPAIIN
"HUW OOTUT um. PM. Top6adesotr, MCMEIMY um. akaa. M.I. Maenosa, 2TBY3 «Jlennnrpaackas obnactras knunmndeckas GonsHnuas, *HIAM dyHaamerTansHOM U KnHudeckon

nmmyHonorim, “FBY3 «O6nacTHol oHkonorMdeckuii gncnanceps, *HaumoransHeii HayyHbli orkonordeckuit uentp, Kasaxcran, °®IBY «HMULL onkonorumn um. H.H. broxuHa,
"HMUL onkonormn um. H.H. Metposa

Beepenue. Ilepudepuueckue T-xaerounsie aumdomsr (ITTKJII) —
9TO IPYMMNa PeIKUX, TeTEPOTEHHBIX TI0 MOP(OIOTHH, TIPEMMY IIECTBEHHO
arpeccusnbix 3peabix 1/NK-knerounsix numdom ¢ BbICOKOI wacTOTOM
HepBUYHO pedpaKkTepHOro WU penuaAnBUpyowero Teuenus. Hamu npo-
Be/JieH MHOTOLEHTPOBOU aHaJIN3 JI€UeHNUsI IALIUEHTOB C Y 1€TOM BHE/{PEHUS
rpancrantanuu I'CK, taprernoit n ummyHnorepanum.

Ilenr pa6orel. I[loseicuts sddexTusHOCTL NEveHus malUeHTOB
¢ arpeccuBHbimu Bapuantamu [ITKJI ¢ npumenennem tpancnnanranmn
FeMOIIOdTUIECKMX CTBOJIOBBIX KJIETOK, TAPFeTHOW U NMMYHOTEPAIIH.

Marepuanst nu meropsl. B mccnenosanme Brmouen 201 maunment
¢ arpeccuubimu Bapuantamu [ITKJL, npoxonusmux neuenne B 7 kiam-
Huvecknx uenrpax Poccnm n Kasaxcrana ¢ 2005 mo 2023 rox. B xo-
ropre OblIM NpencTaBieHbl: Tepudepuyeckas T-kaerounas aumdoma,
necreruuposannas (34%); aHanmacTuYecKkas KPYMHOKIETOYHAS JTHM-
doma, ALK+ (16%); amannacruueckass KpynHOKJIeTOuHas JauMPoMa,
ALK (18%); anruoummynobnacruas T-knerounas numdoma (17%); npy-
rue peaxue dopmer (16%). Menuana sospacra cocrasuna 48 ner (1-76),
MeauaHa HaOMIONEHMS 3a >KUBBIMU HanueHtamu — 52 mecama (7-234).
Iepeuunoe pedpaxTepHOe UIH pelMAMBUPYIOLIEe TeYeHNe HAOII0AN0Ch
y 165 (82%). Ayronoruunas TpaHCIJIaHTaUMs TeMOIOITUYECKUX CTBO-
nosbix kiaetok (ayro-TT'CK) 6buna sbimonnena y 77 (38%), amnorennas
TI'CK (anno-TT'CK) — y 25 (12%) nanuenros. B 71 (356%) cayuae ncxo-
Ast u3 Guosoruveckux ocobeHHOCTel OIMyXO0JM UCMOJIb30BaJaCh TAPreT-
Hasi U MMMyHOTEPaIUSL.

Peayabrars: u 06cyxpaenne. [Iatunernss obmwas u 6ecnporpeccus-
nas (BIIB) BeokuBaemocts Beeill rpynmbl maumenTos cocrasuna 47,9%

1 10,4% c mepunanoit — 56,3 n 7,6 mecsina coorBercrsento. [logrpynnosoit
aHaaus 9 PeKTUBHOCTY EPBOii TNHUU TePANNY MOKA3aJl IPeUMYLECTBO
KOHCOJIMJALMH TIEPBOTO XMMHOYYBCTBUTENBHOTO OTBETA ILyTEM BBIIIOJ-
nenus ayro-TT'CK (BIIB 57,9% nporus 21%, p=0,04). Cpasuenue ad-
¢dexrusnocru ayro-TT'CK B nepsoif u nocieaynouwux JMHUAX Tepanuu
npopemoHcTpupoBan noctuskenne nstuiaetneit BIIB 52,9 u 33,2% coot-
setctBerHO (p=0,041). OnbiT npuMeHeHNs TapreTHON U UMMYHOTEpPATIUU
noxasan pocruxenne YOO npu ucnosnbzosanuu Gpentykcumaba Be-
poruna B moHorepanuu B 48%, B xombunaumu — 52%; Husonymaba
B monopexxume — 50%, B xombunauuun — 22%; ALK-unruburopos
B monopexxume — 83 u 100% B xombunauuu. ¥ 15 (60%) nauuenros
¢ xumuopedpakTepHbIM TeueHreM, KoMy 6blaa Bemosanena amno-TT'CK,
TapreTHasl U UMMYHOTepanus Oblia BBINOJHEHA B Ka4eCTBe MOATOTOBKU
k anno-TI'CK. Anno-TI'CK ¢ npodunaxtuxoit PTIIX Ha ocnose moct-
TpancnianTanmonsoro nukiaodochamuna, semonnennas B [10, obecrne-
anna 73,3% BIIB. Cpasuurensusiit ananus ayro-TI'CK u anno-TI'CK
BO BTOpPOI 1 6oJlee IMHUM TepaUU I0KA3aJl TEH/EHIIMIO K IPEUMY LECTBY
anno-TT'CK, Ho 6es nocruxenus craructuyeckoit suaaumoctu (p=0,11).
3axmouenne. [Ipu nevennn arpeccusubix [ITKJI cranpapraee cxe-
Mbl HA OCHOBE XUMUOTEPANeBTHUECKUX AreHTOB He O0JIajaloT BbICOKOMH
addexrusnocrsio. Beinonnenne ayto-TT'CK B kauectse xonconupanuu
B 1-i1 iuHMM sBasteTcs MPeANOYTUTETbHON KIMHUYECKON OMIIMeN. Anio-
TI'CK — addextununiii meron, 0b6aagaiomMil MOTEHIMAIOM H3jede-
nus p/p arpeccusubix [ITKJL. Taprernas u nummynorepanus ynydumaer
HPOTHO3 MALUEHTOB ¢ pedpPaKTEPHbIM UM PELUAUBUDPYIOLIUM TeUEHHEM
arpeccusubix [ITKJI, B wactHOCTH B KauecTBe moaroroskum k amno-TT'CK.

Jlenkoe C. B.!, Tymau I. C.2, Konomuiues O. A.2, Cemenosa A. A.2, Jlynuna C. 10.2, Tynuumna [. H.2, Antunoea A. C.2, MapamoHoea E. B.2,
3axapoe O. 1.3, YepHoea H. I3, MakyHuna 3. A3, bopucoeckas C. B.%, Taspununa H. C.4, Manyinosa O. O.%, Casknna K.B.5,
Ueawenko P. A%, Jlazapee B. A.6, Xuna E. C.7, Moroauna E. MN.%, Huknrun U. .6

TEIIATUT B, ACCOIIMMPOBAHHBIV C TUO®Y3HOM B-KPYITHOKJIETOYHOM JTUM®OMOM (JBKJI)

'PHMMY um H.M. Muporosa, kadeapa I'T um. akaaemuka M. Cropoxakosa, 2HMULL, onkonormm um. H.H. Broxmna, *MMKL, <Kommyrapka», “TKB um. B.M. Bysarosaq,
PHMY um. HM. Tuporoea, °TKB um. B.M. Bysroea, *PHAMY um. HM. Tuporoea, kadeapa [T um. akaa. M. Copoxakosa, ’PHUMY um. HW. Muporosa, {TKB um. B.M. Byarosa

Beepenne. Oxono munnnapaa 4esoBex BO BCeM MUPe MHPULUPOBAHbI
supycom renartuta B (BI'B), Tpets us nux umeror xponuueckyio nndex-
LU0, KOTOPAsl MOKET MIPUBECTU K PA3BUTMIO TAKUX 3aboseBanmii meyeHn
CO CMepTeJbHBIM UCXOAOM, Kak (y/IbMUHAHTHBII FeNaTUT U TernaToLesl-
JI0JSIpHAsl KapuuHoma. [loMumo artoro, ectb HayuHble pabOThI, KOTOpPbIE
nokassiBaior poas BI'B B passurnn B-knerounsix onyxosneit, 4ro, mo-su-
AMMOMY, CBSI3AHO C €ro JUINTeJbHOH peruinkanueil B B-mumdounrax.
Ecau puck peakrusanuu BI'B y 6-x ¢ B-k/ieToUHBIMY HEXOAKKMHCKUMUI
aumpomamu (B-HXJI), nonyuaromnx ummynoxumuorepanuio (UXT),
XOpOIIO M3BECTEH, TO 3HAYEHUE €ro, KaK MOTEHIMAIBHOIO OHKOIEHHOIO
daxropa B passutuu B-knerounsix numdom tpebyer usyuenus.

Iens paGorbr. OueHUTh KIMHUYECKYH XapaKTEPUCTHUKY, Teue-
Hue u mporHos mnepsuunbix 6-x ¢ [ABKJI, undunuposannmx BI'B
(BI'B+IBKJI).

Marepuanbt u meroast. B uccienosanue srirouenst 23 6-x ¢ BI'B+
ABKJL nonyuasmux c 2016 r. mo 2023 r. nporuBoonyxoueByio Tepanuu
B 4 neuebHbIx yupesxseHusX (OTAEIbHO NpPEACTABIEH CIIHUCOK COAB-
TOpOB M MecTo ux pabors)). Meauana Bospacra 51 ron, mpuuem 19 6-x
(83%) monoxxe 50 net, coorHomenue mysxuun/sxenmun 4/19 (17%/83%).
Bonpuuucrso 6-x umenu pacnpocrpanennsie 111-1V craguu 21 (91%),
B-cumnromer 6p1n y 8 (356%). OxcrpaHomaabHble MOpaskeHUsl OTMeYe-
ubl y 18 (78%), yawe Bcero BoBnexanacs cenesenka 16 (70%), nevens 10
(40%), xoctu 6 (20%), y 2-x 6-x AuarHocTHpoOBaHa NEPBUYHAS OKCTPAHO-
nanbhas numdoma nevenu. L{uppos nevenn 6u11 4 (17%) 6-x. B ananusax
KpPOBM OTMeYeHO CHusKeHue ypoBHsa Tpombouutos y 10 (40%), remorio-

6una 8 (32%), nosbienue yposus tpancamunas (AJIT 60%, ACT 56%,

IT'TII u/unn D 42%), JIAT sbiute Hopmbl 66110 y 65% 6-x. o BosHuk-
nosenusi [[BKJI, BI'B ]/IHd)eKLU/IH y Becex 6-x B aHamHeae ornpeesiaach
6oaee 10 net. B gebrore ABKJI BI'B IHK y 6-x xonebanacs ot 1,2x10°
1o 1x108 konuit/ma (menuana 3,6x10°). 3a 2 wemenu no nauana UXT 16 6-m
HasHavajachk Tepanus arunu4aeimu Hykiaeosugamu (ABT), koropas sa-
BEPIIAJIACh Yepe3 6 MeC MOCJIE OKOHYAHU S TPOTUBOOILY XOJIEBOTO JI€UEHU L.
7 n-B Hayanu ABT Ttonbko npu nossiennn yposus rpancamunas. Beem
6-m nposoaunacs UXT no nporpamme R-CHOP.

PeayanraTtet u obcyxpnenne. dddexrusnocrs UXT nevenus y 6-x
¢ BI'B+IBKJI cocraBuna 68%, npu aTom BUpycOosOrMyecKas pemMHUCCHs
6bu1a octurnyTa roaskoy 10 (43%). Bo Bpems nposepenus MXT snaunmas
rernaToTOKCUYHOCTb Obuia y 7 6-x, koropsie He noxyuanu ABT na crapre.
[Ipu mepnane nabmonenus 48 mec, MenuaHa BbI>KUBaemMocTH 6e3 nporpec-
cuposanus cocrasuia 40 mec. Cnegyer oTmeTHTD, 4TO NOC/E 3aBEPLIEHUS
NXT y 14 6-x B xposu onpexensacs JJHK BI'B u 12 6-m us aroit rpyn-
bl K HyKJIEO3UHOI Tepanuu 6b11 robasien unrepdepon (MHD) B cran-
AapTHOI1 fo3e aauTenbHoCThIO 10 24 Mec. Hu y ognoro us atux 6-x sa Bpe-
M5 HabMIOfleHnsT peLUAMBOB He OTMeYeHo, B To Bpems kak y 7 us 11 6-x
6e3 Tepanuu TH® 6b1am auarHocTpoBaHbl peluiMBbL Oy XOJIH.

3axmouenne. BI'B+/IBKJI nepenxo onpenensercss B monopom Bos-
pacTe M XapaKTepU3yeTCs PaCIpPOCTPAHEHHBIMH CTAAUSIMHU C aCTBIMHU
aKCTpaHoza bHbIMM nopasxkenusimu. Beem 6-m JIBKJI ¢ n06bimu mapke-
pamu nepenecenHoii u/uau axtusnoil BI'B undexunu noxasano nasnaue-
nue ABT. [lanbHeiinee HakomIeH e KIMHUYECKOTO MATEPHUAJIA TO3BOIUT
OLIEHUTD 1e1ec00OPasHOCTh U NPOTHBOOILYX0JIEBY0 AKTUBHOCTD COYETa-

nust ABT u MTH® y 6-x ¢ BI'B+ JIBKJI.

57



| TEMATONOTAS U TPAHCOY3MOMOTUG | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2024; TOM 69; Ne2 |

Jlenkos C. B.!, Tymsn I. C.2, Cemenora A. A.?, Konomuitues O. A2, Jlynuna C. 10.2, Tynmumna [I. H.?, Taspunuua H. C.2, bopucoeckas C. B.%,
3axapos O. [1.°, Yeprosa H. I.°, Makynuna 3. A%, Kynpeiwnna H. A6, Manyitnoea O. O.7, Caekuna K. B.7, Usawenko P. A7, Pabyxuna O. E.5,
Nazapes B. A%, Xuna E. C.'°, Jlenkoea H. B."", 3ttunrep O. A."2, Hukutun M. I.12

PE3YJIBTAT JIEYUEHU I BOJBHBIX C TUDOY3HON B-KPYITHOKJIETOYHOM HEXOIXKWNHCKON JTUMOOMO,
ACCOIMMPOBAHHOU C IEITATUTOM C (BI'C+ABK.JI), [TIPU PASJINYHBIX PEXXMUMAX ITPOTIBOBUPYCHOU TEPAIIMU (IIBT)

'PHUMY um. H.N. Muporoea kadeapa T um akanemmka [N, Cropoxakosa, HMULL onkonorum um. H.H. Broxuna, * — TKB um. B.M. Bysroea, PHUMY um. HW. Muporosa, kadenpa
I'T um. akaga. M. Cropoxakosa, “TKB um. B.M. byarosa, PHAMY um. HU. Muporosa, kadeapa I'T um. akaa. [N, Cropoxakosa, °F6Y3 MMKL, «Kommyrapka», CHMULL orkonorum
um. H.H. Bnoxuna, “TKB um. B.M. bysiosa, 8Knununueckuit rocnutans «Jlanunos, PHUMY um. HW. Muporosa, kadeapa I'T um. akag. M. Cropoxakosa, '°PHUAMY ym. H.M. Muporo-
8a, "PHUMY um. HW. Muporosa, kadeapa oxkonorn v nyuesoit tepanmu, PHAMY um. HM. Muporosa, kadenpa I'M um. akaa. [N, Cropoxakosa

Beemenune. Onupemuosiornyeckre MCCJIENOBAHUS TOCJEIHErO Ie-
csarunerust ycranoeuau, 4ro B 10% caygaes [IBKIJI uHGUIUPOBAHDI
sBupycom rematura C (BI'C+). IManuentst ¢ BI'C+IBKJI uacro ne-
MOHCTPUPYIOT KJIMHHYeCKHe U ummyHomopdosorndeckue ocobeHHO-
cru. B-e ¢ BI'C+ABKIJI npegcraBiasiior cepbesHyio TepameBTHYECKYIO
npobnemy. [lpumenenne coBpeMeHHbBIX MPOTUBOBMPYCHBIX MPENapaToB
npsamoro aeiicteust (ITIT1I1/]) cosnano BozmoxHOCTh GBICTPOI BpaguKa-
nuu BI'C. Opnako Bpems Hauana, Tun u npogosxurensHocrs TITTIT/L
npu BI'C+IBKIJI ocraercs npexmerom guckyccuii u 060y>{<11e1-n/151.

ens paGotsr. Mayunts kaunuueckue u ummyHnomopdoaornyeckue
ocobennoctu BI'C+/IBKJI, ouenuts sddextusnocts, 6esonachocts
pasubix pesxumos [1BT y nannbix 6-x.

Marepuanst u meroapl. B uccnenosanue srmouenst 73 6-x ¢ B['C+
IBKJI, xoropsie onnospemenno nosnyuaau IIBT u npormsoomyxosme-
Byio tepanuio B HMMUILIL onxonornn um H.H. Banoxnna, I'KB um. B.M.
Bysnosa, 'BY3 MMKIL Kommynapxa», PHVIMY um. H.W. ITuporosa
kageapa I'T um. [LU. Croposkaxosa ¢ 2018 no 2022 r. Meauana sospac-
ta — 49 ner (32-76 net), coorHowenne myskunH/keHwmH Gbuto 1:1,3.
Bonbwumnerso 6-x umean III-1V craguio zabonesanua 91%, axcrpano-
JaJibHble MopaskeHus omnpenensancs B 78%, B-cumnromsr y 68%. Cpenu
OKCTAaHONAJIBHBIX MOPaXKEHUH Yalle BCEro BoBieKasach ceneseHka /0%,
neuenb — 66%, koctHbiit moar — 29%. Y 27 (37%) 6-x Gbu10 nopaskenue 3
u GoJlee dKCTpaHOAANBHBIX 30H. ¥ 17 M3 HUX B Oy X0JIEeBON TKAHU ONpesie-
asunacek axenpeccus 6enkos MYC+/BCL2+ (DEL). B naboparopusix noxa-
3aTeJISIX BBISABJIEHO CJIeyIolee: CHUKeHUe ypoBHS TpomboruTtos 41% u re-
morobuna 33%, nosblleHNe yPOBHS TPAHCAMUHAS GOJIee YeM Y TIOJIOBUHBI

6-x AJIT — 91%, ACT — 75%, T'T'TII u/uau I 62%. JIAT sbie Hopmb
6b110 y 91% 6-x. Llnppos neuenn guarnocruposan y 8 (11%) 6-x, BI'C PHK
y 6-x xonebanacs ot 1,2x10° o 1x10® xonmit/ma (menuana 2,6x10°), renotun
1 6611y 61%. B kauecTBe npoTHBOOMyX0NEBOro NeueHus Bce 6-e nosyyanu
cxemy R-CHOP. B saBucumocru or pesxuma I1BT 6-¢ ObuM pasjeseHs!
na 2 rpymmet (Gl u G2): Gl (2=31) nonyuanu [1BT unrepdeponom c pu-
6asepunom (MHD+P) npopomxureasnoctsio or 12 mo 30 mec, mennana 21
mec; G2 (2=42) — nomyuamn INIII1/], xoropas Haunnanace sa 2 Hemenn
no R-CHOP u npoponskanacs 3-8 mec., menuana 4 mec.

Peayabrarot n obcysxaenne. Pesynbratsr nevenns B AByX rpymnmax
pasaunuanuce: noansie pemuccun (ITP) ABKJI mocturnyrtnt 8 Gl y 21
(63%), 8 G2 — y 20 (47%), p=0,03. Dnumunauus supyca Gbvuta nosy-
uena y Bcex 6-x na ITITIT 100%, p=0,003. Bo Bpems nposeseHus xu-
MHUOTepanuu B 0obenx rpynnax 3HauMMOii renaToTOKCMYHOCTH He ObLIO.
Ionyuennsie pasnuuust B HermocpencTsennoi addexTuBHOCTU OTpPa3u-
JMCh U Ha OTAAJICHHDbIE Pe3yJbTAThl: MeAMaHa BbDKMBAEMOCTH Oe3 mpo-
rpeccuposanus B Gl cocrasuna 48 mec., B G2— 13 mec. (p=0,001), me-
nuaHa obeit Boiskusaemoctu 67 u 28 mec. coorsercrento (p=0,0003).

3axmouenne. BI'C+[IBKJ/I umeer ormnmunyro or Beeit momynsun
KJIMHUYECKYI0 XapaKTepUCTUKY: Oosiee MOJIOAOI BO3pACT, pacrnpocTpa-
HeHHble CTa[ UM 3ab0JeBaHMs C YACTBIMU MHOYKECTBEHHBIMHM IKCTPAHO-
NAJbHBIMU TIOpaskKeHussMU. Bupycomornueckuit orer Boime Ha [TTTIT/]
tepamnuy, Ho yacrora [IP u ero pnurensnocts gocroBepHo snyumie y 6-x,
nonyuasuux VTH® pexxum. Bosmoskno, uccnegoBanus mo coueranuio
IO ¢ UH® nossonst npenmnoxuts adpdekTuBHbIN anroputm seye-

nus 6-x BIC+IBKJI.

Jlomana E. T., Kabanos M. C., WWnanuesa H. A., Kynemuna O. B., Copaus H. T., Jlazopko H. C., Céurskoea E. 1., Touenas E. H.,
Anekceesa tO. A., Usanoe B. B., Konpagun A. O.

YACTOTA BHOBb BO3HUKIIUX CEPAEYHO-COCYIUCTHIX 3ABOJEBAHUI 1 ®AKTOPHI X PASBUTHSA ¥ ITALIMEHTOB
C XPOHMYECKHAM MUAEJIOUTHBIM JJEMKO30M, ITOJYYABIIAX TEPAITUIO IIOHATUHUBOM

DreY «<HMUL um. B. A. Anmaszosa» Munsgpasa Poccun

Bsepnenue. Vuruburop tuposunkunassr (MTK) nonarunu6 ssnser-
csa BbICOK03¢)¢eKTVIBHbIM l'lpel'lapaTOM AT Tepal'll/ll/l XPOHI/IL[eCKOFO mue-
noneiikosa (XMJI). Opnako panee npoBogMMBbIE MCCJIEOBaHUS IIOKA3a-
JIM BBICOKYI0 4acToTy cepaeuno-cocyanctoix ocaoxuernit (CCO) [Cortes
JE et. al. Blood. 2018 Jul 26;132(4):393—-404].

Iens paGoTsr. Lleasio naero uccaefopanust siBasieTcs u3ydeHue a-
crorst CCO u dakropos pucka ux paszsurus y nanuentos ¢ XMJI B xpo-
nuueckoii dpase (XD), nosyuaBmmx repanuio noHATHHUOOM.

Marepuanbt u metoabl. B uccienosanue peTpocnekTHBHO Obliau
BrJrouensl 43 naumenta (mysxunn 23; 54%) B XD XMJI, nosyuasmunx
repanuto nonaruuubom 8 HMUILL um. B.A. Anmasosa B pamkax mesx-
nyHnapoasoro nporokosa OPTIC (Optimizing Ponatinib Treatment in
CP-CML). Mepnana Bospacra Ha MOMEHT HavaJa Tepan1u MOHATUHUOOM
45 (19-70) ner (raba. 1). Crpykrypa ouennsaembix CCO: runepronnye-
ckas 6osesns (I'B), aprepuanbhble u BeHosHble TPOMOO3DL, apTEPUAIbHBIE
crenosbl, octpeiit uadaprr muokapaa (OVIM), nectabunbhas creHoKap-
nus, BHesanHas cepaeunas cmepts (BCC), pacumupenune aoprbl, Hamke-
aynouxosas taxuxapans (HXKT). Ouenusanu xax uacrory CCO, rak
n BnusaHue rpynnst pucka no mkaie SCORE2 na passurue HOBbIX Coty-
qaes areporpomboruueckux CCO (aCCO). Ilporpamma jamovi 2.3.21.0
[NPUMEHSIACh AJIsl CTATUCTUYECKOro aHaIN3a.

Peayabrarst u oGcyskaenune. Meanana tepanuu noHaTMHUGOM co-
crasuna 25 (1,0-66,5) mec. Ha moment nauana repanuu 19/43 (44%)
nanuentos umenu B anamuese CCO. Ha done repanuu nonarurubom
nosasienue Hobix CCO BoisBaeno y 20/43 (47%) nanuentos. Beero pac-

npocrpanentocts CCO 3za Bpemsa nabmopenna — 31/43 (72%). Y 8/43
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(19%) nauuenros 6bu10 x0151 661 1 CCO RO NpUema nonaTuHuba u nosABU-
nock HoBoe, y 12/43 (28%) naunuentos CCO Bnepsble nosiBusIoch nocJe
HavaJa npuema npenapara, y 11/43 (26%) nauuenros ¢ ucxogusim CCO

Tabanua 1. XapakTepucTUKa NAUMEHTOB HO MOMEHT HAYANA TEPANMM NO-
HATUHWMBOM

Mokasarens 3Havenne
Meavana Bospacta naumerTos, net (ananasom) 45(19-70)
e e rson we haomsar) ™ 74(10-260)

1 1(2,3%)

2 22 (51,2%)

Konuyectso UTK po nonatunnba

3 17 (39,5%)

4 3(7,0%)

Umaturub 41 (38%)

Lazatmnnb 26 (24%)

Bua paree nonydaemoro MTK Hunotnrn6 29 (26,9%)

BosyTnnnb 9(8,3%)

Dpyroit 3(2,8%)

15 14(32,5%)

McxonHble 103kl NOHATUHMBA, MT 30 11 (25,6%)
45 18 (41,9%)

Huskuit 16 (37,2%)

YmepeHHbiit 14 (32,6%)

Mexoanbii puck no wkane SCORE2

Bbicokuit 11(25,6%)

OvyeHb BICOKMI 2 (4,7%)



HOBBIX ocJIoXHeHui He oTmeuanocs. Bomee 1 CCO 6Gbuto y 3 Goababix
[0 Tepanuu, U nosiBUJoCh ewe y 11 manuenTtos Ha done npuema nona-
tunuba. Menuana Bpemenu oT Hayasa Tepanuu NOHATUHUOOM [I0 HOBOT'O
CCO cocrasuaa 6 (0,5-56) mec. Menmana BospacTa NanMeHTOB C HOBBIMHU
CCO u 6e3 nux 6bi1a ogunaxosoit. Hoseie CCO Bosuukau y 5/14 (36%),
4/11 (36%) u 11,18 (61%) nanuenros, nosy4aBmnx, COOTBETCTBEHHO, 15,
30 u 45 mr craprosylo gosy nonarunuba. Cpeayu nanueHTOB C UCXOLHO
Huskum u ymepenHbim puckom no mkane SCORE2 aCCO cayunaocs
y 4/30 (14%) uenoBek, ¢ BblcokuM U oueHb Bbicokum — y 4/13 (33%).
Bepostao, CCO 6butn npuuuHoii cmepTu y 2 nanuenTos (B OfHOM CJIy-
yae BCC, Bo Bropom — TOJIA? Oba cnyuas ¢ nesbicokum SCORE2).
Menuana spemenu g0 aCCO cocrasuna 10 mec. (1-29) (raba. 2).

Mpunoxenne 1

3axurouenne. B nabaogenun noutn nososuHa nanuentos X MJI, no-
ayuasuux ITK gnurensro, ysxe fo Hauana npuema noHaTuHUGa UMeIH
CCO, a 6onee % us Hux 61N ¢ BHICOKOI1/OueHb BBICOKOH IPy IOl pUcKa
no SCORE2. IToce nauana npuema nonarnuuba nosbie cayuan CCO sa-
perucrpuposanst nout y 50% naunuentos. Yacrora CCO 6bina nmoutu s 2
pasa Bblllle B BHICOKOI/0O4€Hb BHICOKON NPOTHB HU3KOW/yMepEeHHOMH Ipym-
nax pucka SCORE2, a rakske y nanueHToB, Mo/1y4aBIINX BEICOKYIO AO3Y
nmoHaTuHUba 1o CpPaBHEHUIO C HU3KOW CTapTOBOM. BosmorxHo, Timaresn-
Hasl OLEHKa BCEX KapPAMOBACKYJSAPHBIX PUCKOB, IIEPCOHAIN3UPOBAHHBIM
noaxon k Bbi6opy MTK, a takske Tmarensusiit monuropunr CCO u xop-
pexus MoAnpULUUPyeMbIX (PAKTOPOB PUCKA CHUSST UX YACTOTY Ha (poHe
npuema noHaTuHUbGA.

TO6J1MLI,O 2. BI'IepBbIe BO3HUKLLINE OTepOTpOM6OTW‘|eCKMe CepAevYHO-COCYAUCTbIE OCIIOXHEHNSA HA dDOHe npuema noHatuHnba Y NAUMEHTOB C XPOHUYECKUM

MMENonemnko3om

N | Wuuumans naunenta | Bospacr (net) | Craprosas aosa nowatunuba (mr/n) | Oata wasana tepanmn | Puck CCO (SCORE2) Jara CCO Hassauue CCO Bpems go CCO (mec)
1 Mo 42 15 25.07.2018 YMepeHHbIi 09.08.2019 OHMK no nwemmueckomy Tuny 12
2 KN 52 15 13.03.2019 Huakuit 17.04.2020 OHMK o mwemuueckomy tnmy 13
3 nc 51 45 26.06.2017 OveHb BbICOKUH 12.03.2018 [lBYCTOPOHHUM CTEHO3 NOYEYHBIX APTEPUI 8
4 bn 57 45 01.08.2017 Beicokuit 23.09.2017 CreHo3 upeBHoro cTBona 1
5 BE 66 45 17.11.2018 Bbicoknmit 01.04.2019 MBC. OUM 6es 3ybua Q 4
6 KK 54 30 15.03.2019 OueHb BbICOKMIA 18.05.2021 MBC. CreHokapaus HanpsxeHus 26
7 BC 40 45 12.07.2018 YMepeHHblit 30.12.2020 MBC. HectabunbHas creHokapaus 29
8 EC 38 15 03.03.2017 Huakuit 25.04.2017 TINA? 1
9 KA 41 45 03.03.2017 YmepeHHbiit 09.04.2019 BCC 25
10 KM 29 30 22.06.2017 Huskui 30.072017 | OBnMTepHpylownii aTepocknepos aprepiit wixHix 1

KOHEe4HOCTeM

Jlyukun A. B., Pupapoea 3. T., Abpamosa A. B., Pespanesa U. C., AienpHeik B. H., Muxaitnoea E. A.
TEPAITMS IAPBOBIPYCHOM B19-MHO®EKIINN Y BOJbHLIX C TUIIOIJIABUEN KOCTHOT'O MO3TA 1 NMMYHOJE®OUIINTOM

PreyY «(HMULL rematonoruun» Munsgpasa Poceum

Beepenne. Ocrpass napsosupycuas Bl9-undexuns y sapocabix
GONBHBIX C UMMYHOAE(PUIUTHBIMYU COCTOSHUAMY (TIEPBUYHBIH UMMYHO-
nepunur (ITNA), BY-undexuus, remaronsornyeckue saboneBanusi,
cocrosinue nocse tpancrtantauuu 'CK, nouku u ap.) accounnposana
¢ pasBuTHMeM napuuasibHoil kpacHokserounoit amnasun (ITKKA) ¢ Bbi-
pa’keHHOW peAyKIuell SPUTPOMAHOTO POCTKA M HOPMOIMTAPHOW HOP-
moxpomHoii anemueii ¢ peruxynonutonenueir. [Ipu ITKKA addexrus-
Ha Tepanusi JOHOPCKUM BHYTpUBEeHHbIM MMMyHornoOyaunom (MI'BB).
Takske OnMCaHBI pefiKue ClyYau NapBOBUPYCHON MH(EKIUH y GONbHBIX
C TPEXPOCTKOBOM IIUTONEHNEN U anjia3dueil KOCTHOTO MO3Ta.

Ieas paGorsl. Ouenka addextunnoctu tepanuu MI'BB napsosu-
pycHoit B19-undexunn y Bspocsbix 6onbHBIX ¢ rUnoniasueil KOCTHOro
MoO3ra u UMMy HOAepULUTOM.

Marepuans: u metoast. Mbl Haba1042/1M YeTBEPO HKEHILUH C IEPCUCTH-
pyolLeii TPEXPOCTKOBOM LIUTONEH e (N9 1 1 2 c annacTuueckoit aHemuei
(AA), Ne 3 ¢ TN/ n myranueit LRBA, nporexatomumu c 6onesusio Kpona
u TpexpocTkoBoit nuronenueii, No4 ¢ nocneponossim cencucom, aeduiu-
tom Butamuua B, n manumronenwueit). [lapsosupyc B19 nerexruposascs
metozom ITLIP B kpoeu u kocrrom mozre (KM). Tect na BUY-undeximio
(HIV Ag/Ab Combo Abbott) 6611 orpunareasusim. Y Beex 6onbHbIX GbL10
BbIABJIEHO CHukeHne ummyHoraobynunos (Tab. 1). Ipu UODT kaetox
KPOBH y BCeX OOJIBHBIX BbISIBJIEH OTHOCUTEbHBIH T-mumdonuros, a takske
CHMIKEHNE MMMYHOPEryJasTopHoro uHpaexca. Ilpn uccnenosannu mueno-
rpammsl Gbu1 BbisBieH runoketounsiit KM co cHuskennem merakapuonu-
ToB; TpenaHobuonrata — runomnasus KM. Pacumpenne spurpounnoro
POCTKa BBISBJIEHA Yy ABYX, & PETHKY/IOLMTONEHUSI OTCYTCTBOBAJIA y BCEX

GosbHBIX, UTO He xapakTepHo A kaaccudeckoit [IKKA. [{usapurponoss
BBISIBJIEH B 3 CJLy4asiX IPU OTCYTCTBMU AWCILUIASMM MO APYTMM POCTKAM
v anomanuii kapuoruna. Tepamus napsosupycHoii B19-undexuuun BBUTI
nposopuiocs B nose 0,4 r/kr. Beenenns nosropsiiucs B Toil ke 103€ npu OT-
CYTCTBMU yJLydlIEHUs B FeMOIPaMMe B TeueHnH 4 Hefielb.

Peayasrarer u obcysxaenue. Pennuxanus mapsosupyca B19 Gruta
BblﬂBﬂeHay BCeX 4 60J'[beIX B KOCTHOM MO3re, HO HE B Hep”d)epl/lqecl(ol‘;[
kposu. OTcyTeTBre TpaHCy3MOHHOH 3aBUCHMOCTH BBLIO AOCTUTHYTO Y 2
u3 4 GOJBHBIX ysKe MOCJe NePBOro BBEIEHUS], & elle Y ABYX OONBHBIX —
nocae nosroproro seegenus II'BB. ¥V 6onbubix Ne2 u 3 ymanocs 1ocTudb
crotikoit pemuccun (rpombonutst >100 TeIc./MK., remornobun >100 r/m).
VY 6oabHoit Ne 1 uepes 4 mecsina nocue nepsoro seeaenus VII'BB sadukcu-
poBaHa NpOrpeccus HUTONEHUU. B kocTHOM Mo3re Gblia NOBTOPHO 06Ha-
py>KkeHa periukauus napsosupyca B19, BBuny 4ero Boimosnneno 2 gonos-
uurenpHbix BBefenus VII'BB, uro npuseno k crabunusauun noxasareneit
remorpammsl (tpombountst oxono 30—-40 Teic./mxa1, remoraobun >90 r/n,
Heiirpoduist >1,5 Thic./mKr).

3axmouenne. [lapsosupycnas undexuus B19 moxer 6urTh BRIsIBIE-
Ha y GOJBHBIX C TPEXPOCTKOBOM LIMTONEHUEH, BOBHUKIIEH B CJIeACTBUE
KOCTHOMO3IOBOii HefgocTtatouHocTu. st 0GHapykeHus: BUpyca MpeAmno-
gyrurenpHo ucrnoab3osBats KM, a BBegenuss BBUI nossossiror moctuus
yaydmenus ¢ TpaHcdy3UOHHOI He3aBUCHMOCTHIO. BoamoskHa peakTuBsa-
1S NapBOBUPYCHON MHEKIMY ¢ yCyry6aeHueM LUTONEHUH, BBULY Yero
HeoOXOAUM TIATeNbHbIH MOHUTOPUHT GonbHbix. Henbas uckmounTs,
uro y Bcex GombHbix umeincst [1M]1, uto nocnyskuno npuduHoii nepcu-
CTeHIMU BUPYCHOI nH}eK M.

Tabnunua. Xapaktepuctuka 6onbHbix ¢ napsosupycHoi B19-unbekumein v naHumtonexme

Mokasatenu FeMOrpamMMmel A0 BBEAEHUA MMM‘/HOI’J’IO6YHMHOB

BonbHoi,

sospacr | HHaTHO3 Tepanus WBC, | Neut, ym | Hb, | Ret PLT,
x10°/n x10°/n x10°/n r/n x10%/n x10%/n

NeT, AA TKC, ATT, LUC, 395 1,35 24 | 75 | 34 18

18 net anTpombonar

;‘Zu AA | 310, xeneso,B, | 2,86 179 076 | 78 | 356 107

Ne3 TKC, asatmonpu,

i ML | ACK, mecanasus, | 1,35 0,54 0,76 76 134 46

ner TKCo

o Bepemet.

Ned, | cenone, | TKG: By ponams, |y o 0,78 044 | 137 62 16

25 net xeneso, ABT

umMTOneHuns

Konuen- Ouenka koctHoro | [Napsosupyc Konusecreo
TPauus MmmyHHbii cTaTyC M3 PB]Q Py BBEACHMS Orser
Ig nreB
1 T-num. 76%, Kposs - YnyuweHue, vet
1 1gG 1Tc 50,9%, [unonnasus E(f:/\ Y 143 TPAHChy3UOHHOM
| NP1 0,4 3aBUCUMOCTH
1 T-numd. 86%, Annasus, an3spuT- Kpose -,
L 1gA VP 1132° ponoss KM + 3 YactnuHas pemmucems
1 T-num. 86%, [unonnasaus,
1 1gG 1 Tc 44%, 1 kp. psa 75%, KM + 2 YactnuHas pemmucems
1 NP1 0,86 AM33PUTPONO33
119G, o Tunonnasus, Ynyuwehue, HeT
LIgA, i LhPSMQgQA’Z’ 1 kp. psa41%, KE?X‘:’ 2 TPAHCPY3UOHHOM
1 IgM ! AM33PUTPONO33 3ABUCUMOCTH
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Kptoukosa U. B.3, Cusnkosa C. A%, Cepreesnyesa B.B.3, Kcenzoea T. U., Anukuna E. B.%, LLlenexoea T. B.?>, ApxanyxuHa O. 10.°, KannaHos K. [1.¢,
KoHctantnrosa T. C.7, Cepatok O. [1.8, Cuivesa T. C.°, Yaroposa T. B.'°, Anuykoea J1. B.", [lzapacosa O. [1.'?, NaposunyHukosa E. H.!

PE3YJIBTATHI IEUEHU S BOJBHBIX HOAAJIBHOM JUO®Y3HON B-KJIETOYHOM KPYITHOKJIETOYHOM JIMMOOMOMN (IBKKJI)
(IAHHBIE MHOTOLIEHTPOBOI'O PAHIIOMU3MPOBAHHOI'O UCCJIEIOBAHUS) www.clinicaltrials.gov NCT02842931

'®OreY «HMUL rematonorum» Munaapasa Poccuu, r. Mocksa, ?Cyprytckas okpyxHas kaunmieckas 6onbHmua, r. CypryT, *®IBY «Hayuro-ncenenosatensckuit MHCTUTYT GyHAaMEH-
TANbHO-KNMHUYECKOM MMMYHONOTUM», . HoBocnBupck, “ObnactHas knunnueckas Gonbriua N2 1, 1. Tomens, *Knunnka npodnatonorum u rematonoruu, r. Capatos, oTKB m. botkura
I3M, “Obnacthoit rematonoruyeckuit uertp, r. Ekatepunbypr, Knunudeckuii onkonormieckuit aucnancep N2 1, 1. Kpacropap, TBY3 AO «O6nacthas knnHuueckas 6onbHULA, . ACTpaxaH,

""Hosocnbupckuit rematonorudeckuit uertp, 'Bonoroackas obnactHas Gonsruua, . Bonoraa, *Pecnybnukanckas kamkmueckas 6onbHnua, r. Bnagukaskas

Beenenne. CTaHnapTHOI‘/’I Tepanuen |y GOJIBHBIX nnd)(i)y3Hofx’1
B-kxnerounoit kpynuokaerounoit amumdomoit (JABKKJI) sasasercs
R-CHOP/R-DA-EPOCH. B rpynne npomesxyTo4HOro 1 BHICOKOTO PUCKa
pesyabrarsl Heyposaersopureashsie. B OI'BY «HMMUL remarosorun»
¢ 2002 r aTum 60mbHBIM NpoBoauTcs Tepanus R-mNHL-BFM-90.

Iens paGorer. Cpasuuth 2ddeKTUBHOCTD U TOKCUYHOCTD TTPOTPAM-
mbl RRmNHL-BFM-90 u R-DA-EPOCHZ2] B muorouentpoBom paHmo-
MM3HPOBAHHOM MCCJIe/I0BAHUM Y B3POCJbIX OOJBHBIX HOAanbHOH de novo
JABKKUI, 6es nanbheitmero yrounenus (BAY).

Marepuanb u meronst. C despans 2015 r. mo 30 mons 2022 r. nas pan-
npomusanum 6b11M onenensl 164 GonbHbIX, a pangomusuposanbt 146 us 13
yupexcuennit Poccun. Kpurepuu Bxiiodenus: Bnepsble auarHoctupo-
BaHHas HomasbHas de novo JIBKKJI, B/1Y, [POMEXYTOYHBIIl U BBICOKHIA
puck o AalPl, sospacr 18-60 net. C nopansnoii de novo IBKKJI, BIIY
okasanuch 89 Goabubix (rabsa. 1). Beuin panpomusuposanst na: R-DA-
EPOCH — 20, R-DAEPOCH+ayTo-TI'CK — 21, RmNHL-BFM-90 —
21 u R-mNHL-BFM-90+ ayto-TT'CK — 27 6onbusix. /Ipomokon aeuernus.

Puc. 1. O6uwas BbikMBaeMocTb 6onbHbIX HopanbHoi de novo [BKKJ1, BAY

Puc. 2. BeccobuiTuiHas BbixMBaeMOCTs BonbHLIX HopansHoi de novo IBKKJ, BOY
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Bce 6oabhble nonyunnu B 1-3-if anu npeadasy. Mopuduunposanusrit
nporokon R-mNHL-BFM-90: 4-6 uukna ¢ purykcumabom (610xku A-B)
1160 Bce To ke mmoc R-BEAM ¢ ayto-TI'CK na 7-i nens. Hauano oue-
peatoro kypca Ha 22 gens. Kypc RDA-EPOCH: 4-6 uuxna nmbo Bce
10 sxe moc R-BEAM c ayto-TI'CK na 7-it nens. Ecnu nocne 46 unkios
nocrurnyra 1P, nabmopanu, ecau ner-2 xypca DHAP, nanee nabumio-
nenue (ecnu I1P) 1ubo ayto-TI'CK nubo npyryto Tepanurio «cnacenus».
Ilpodunaktuxy HeiiposefikeMun MHTPATEKaJbHBIM BBEJEHHEM Mpena-
PATOB U JIy4eBYIO TepPANUIO HA OCTATOUHbIE 0OPA3OBAHUS HE MPOBOAMIM
HU Ha opHOM npotokoie. CraTucTnyeckuii aHaJU3 NPOBOAUIU C TIOMO-
wbio npouenyp naxera SAS 9.4.

Peaynbrars u o6cyskaenue. [Ins ouenxu apdexrusHOCTH Tepanuu
4 rpynnet obbeaunenst B gse: R-DA-EPOCH-21 u R-mNHL-BFM-90.
Poab ayto-TI'CK ouenuts He ynanock ms-sa HEBBIIOJHUMOCTH NPOTO-
kona. Ha momenT oxonuanust 4—6 nukmaos R-DA-EPOCH-21 I1P 6si1a
nocrurayra y 29 (70,7%), YP — y 7 (17,1%), nporpeccus 6b1a y 3
(7,3%) Gonbublx, mepesean Ha tepanuio 2-it aunun DHAP 10 (24,5%)
GobHBIX, JeTadbHOCTh coctaBuaa 4,9% (ra6bn. 2). Ms 48 manumenrtos
na R-mNHL-BFM-90 IIP 6bi1a gocrurnyra y 45 (93,8%), neransnocts
cocrasuaa 6,2%. B rpynne npomeskyTouHOro pucka pesysbTaTbl COMO-
cTaBUMBL Ha 0benx MHAYKUMOHHBIX nporpammax. Ha repanum R-DA-
EPOCH-21 B rpynne Bbicokoro pucka 6biiu 3 nporpeccun, ITP Tonsko
y 18 (62%), a nepeson Ha 2-10 u nocneayomue auaun — y 9 (31%) 6onb-
Hbix (tabs.3). Ilarunernsa OB GosnbHbIX B rpynmne npomes<yTOYHOro
pucka Ha R-mNHL-BFM-90 cocrasuna 94%, na R-DA-EPOCH-21 —
88%, B rpynne Breicoxoro pucka 91% n 76% coorserctBenno (p=0,23)
(puc. 1). Ilatunernsas BCB GonpHbIx B rpymme mpoMeskKyTOYHOrO pUCKa
Ha R-mNHL-BFM-90 cocrasuna 94%, na R-DA-EPOCH-21 — 81%,
B rpynie Beicokoro pucka — 91 u 69% coorsercreenno (p=0,07) (puc. 2).
lemaronoruyeckas u HeremaroJoruyecKas TOKCUYHOCTD OblIa IpUemJe-
Mol Ha obenx nporpammax. Ho neliTponennueckas muxopajgka u TpoMm-
Gouurtonenust 3—4 crenenu 6blIM Bhile Ha GIOKOBOI Tepanuu.

3axmouenne. Honanvuas de novo IBKKIJI, BJ1Y kypabenbroe zabo-
JleBaHMe, Sl KOTOPOrO XapaKTepHO AOCTHYKEHME IJUTEIbHBIX MOJHBIX
pemuccuii. Tepanus R-DA-EPOCH-2 B rpynne Boicoxoro pucka neacd-
dextusHa.

Tabauua 1. Xapaktepuctrka 6onbHbix HogansHoi de novo ABKKJ, BAY

R-DA-EPOCH R-mNHL-BFM-90
|'|0K<23809Te1186§/cer0 +auto-HSCT +auto-HSCT P
n=89 (100%) n=d1 (%) =48 (%)
Bospacr, ner 49 (18-65) 49 (18-65) 0,60
MeamaHa (amanason)

Mon, n (%)

M 23 (56,1%) 32 (66,7%) 038
X 18 (43,9%) 16 (33,3%) !

Cragmu:

Il (bulky diseases) 2(51%) 4(8,3%) 072
i 9(23,1% 13(271%) '
[\ 30(73%) 31 (64,6%)

ECOG>2 38(93%) 41 (85%) 0,74
Mopaxenue k/m 3(8,6%) 5(11,4%) 1,0
Heitponeitkemns 0 1(2%)

Mutpatymop 0 0
JIAT > Hopmbl 34 (83%) 42 (88%) 085
MeamaHa (amanason) 560 (380-37778) 705 (280-4606) '
MUM1+ 35(85%) 40 (83%)
MUMI1- 4(10%) 7 (15%) 0,78
HeT aamHbIx 2 (5%) 1(2%)
AallPI
1 0 1(2,1%)
2 12 (29,3%) 15 (31,2%) 090
3 29 (70,7%) 29 (70,7%)
HMWLL rematonoruu 24 (58,5%) 26 (54,2%) 083
Peruonbl PO 17 (41,5%) 22 (45,8%) '



Tabnuua 2. SdPeKTMBHOCTE MHAYKUMOHHLIX npoTokoe R-DA-EPOCH
1 R-mNHL-BFM-90 y 6onbHbix HogansHoi de novo [ABKKJ1, BOY

Mokasareny R-DA-EPOCH n=41 R-mNHL-90 n=48 P
TletansHocTs 2 (4,9%) 3(6,2%)
Mporpeccus 3(7,3%) 0
MonHas pemuccus 29 (70,7%) 45(93,8%) 0,0007
YacTuuHas pemuccuns 7(17.1%) 0
Peunane 0 0
Mepesog va DHAP 10 (24,5%) 0 0,0014

Mpunoxenne 1

Tabanua 3. DpdekTUBHOCTE MHAYKUMOHHBIX npoTokoe R-DA-EPOCH
u R-mNHL-BFM-90 y 6 onbHbix HogansHol de novo OBKKJI, BAY cy yetom
NPOrHOCTUYECKOTO MHAEKCA

NPOMEXYTOUHBIM | BLICOKMI PUCK | MPOMEXYTOUHBIA |  BBICOKMIA pUCK

Mokasarenu puck R-DA-EPOCH | R-DA-EPOCH | puck R-mNHL- | R-mNHL-BFM-90 P

n=12 n=29 BFM-90, n=16 n=32
JletanbHocTh 0 2(6,9%) 1(6,3%) 2(6,3%)
Mporpeccus 0 3(10,3%) 0 0
Monxas pemucens 11 (91,7%) 18 (62,0%) 15(93,7%) 30(93,7%) 0,0167
Hoctunas 1(8,3%) 6(20,7%) 0 0
pemmccus
Mepesoa Ha DHAP
W nocnepyloume 1(8,3%) 9 (31%) 0 0 0,0014

JIMHUM Tepanuun

Manonetkuua E. C., JTazapeea O. B., Maposuunukosa E. H.

OUHAHCOBLIE BOBMOXXHOCTU BHEJIPEHU S 11 PEAJIM3AIINI MEHHHHHCKOﬁ PEABMJIUTAIIN B TEMATOJOTNUA
PreyY «(HMULL rematonorum» Munsgpasa Poccum

Beenenune. B nocnennune roppr Gosblioe BHMMaHMe yAessieTcsl BO-
IpOCaM MeJMLMHCKON peabuIMTalUK NpU PasiM4HbIX 3aboneBaHMAX.
3a6onesanusa cucremsr kposu (3CK) — muoroobpasue saboneanmii
KaK OILyXOJIEBOTO, TAK M HEOIyXOJIEBOTO TeHe3a. Diaromapsi coBpemeH-
HBIM JOCTHOKEHUM B iuartoctuke u sedeHnn 3CK npoposmxnrensrocts
JKU3HM nauueHToB yBeanunnacsk. Opnaxo myTs nanuenra ¢ 3CK x croit-
Kol GespeLMMBHOIL )KU3HU He JIerok 1 TpebyeT HauboJlee paHHEro Haua-
Jla IpoBeaeHMs MefuuuHcKoit peabunurtanuu (MP), nopoit ysxe na srane
IUAarHOCTUKHU 3abosesanus. HoBocTs o Tsxenoi 6osesHu u Heobxomu-
MOCTM JJIMTENILHOTO JeUeHUsl BJIUSIOT He TOJIbKO Ha (PU3MUYECKOe COCTO-
SHMe, HO ¥ Ha TICUXOJIOTHIO MTOBEIeHUS MaIlleHTa, YTO MEHSeT ero MecTo
U pousib B coumaabhoil xxusuu. A sennb 6onee 50% ycnexa nevenus aoboro
3aboJIeBaHMSI COCTABJISIET MOJIOKUTENbHBIN HacTpoil nanuenta. [losromy
KaK HUT/le BONPOCHI ICUXO0JOr0-COLMANBHOM peabuanTanuy akTyaabHbl
B reMaTOJIOTHN.

Iens paGorer. Ouenuts GpuHAHCOBBIE BO3ZMOMHOCTU PeanuU3anuu
MP B remaTonorumu.

Marepuass: u meronsl. [IpoanannsnpoBaHbl HOpMATUBHO-IIPABOBbIE
AOKYMEHTBI, perIaMeHTUPYOLIMe OpraHusanuio u ¢punancuposanue MP
B 2023 r.

PeayasraTst u o6cysxaenne. [Iporpammoit rocyiapcTeeHHbIX rapaH-
THit okazanus GecraTHOM MeauLUHCKOH Tomowy B 2023 ropy yTBepsk AeHbI
kauHuko-crarucruyeckue rpynnst (KCI') na onnaty cnenmanusnposannoit

meauuuHcKoit nomouu no MP npu comarnuecknx sabonesanusix B yco-
BUSIX Kpyrocyrounoro cranuonapa (st37.011-st37.013) u nueBnoro cra-
mmonapa (ds37.007, ds37.008), B pamkax KOTOPBIX MOTYT GBITH OKAa3aHBI:
yeayru no MP nanuenta c saboaesanusamu aumdonaHoi 1 KPOBETBOPHOI
tkaHy; yeiayru no MP nanuenra, nepeneciiero xumunorepanuio; ycayru
no MP nanuenra, nepenecurero sydeByro repanuiw; ycayru nmo MP na-
LMEHTA ¢ HAPYIUIEHUSIMH, BOBJIEKAIOIMMY NMMYHHBI MEXaHU3M. Takike
MP nauuenrtam ¢ 3CK mosxer 6bith okazana no KCI': npu sabonesanusx
WJIN COCTOSIHUSIX LIEHTPaJIbHON HEPBHOM CUCTEMBI (HaIlpUMEp, OC/IOXKHEHUS
teuennus unu nevenust 3CK B Buse uncynbra); npu 3aboneBaHUsIX UK CO-
CTOSIHUSIX OTIOPHO-/{BUTATEIBLHOTO anmapara u nepudepuuecKkoil HepBHO
cuctembl (HallpUMep, COCTOSIHHUE MOCJIE BbIIOJHEHNS OPTONEUYECKUX OIle-
pauwmii naunenram ¢ remoduiueit). Onnara MP B amGynaropusix ycaosusx
OCYLLECTBJISIETCS BHE MO/ LIEBOr0 HOPMAaTHBa (PUHAHCUPOBAHUSL — 3a CO-
OTBETCTBYIOLLYIO eAMHUIy o0beMa MeJULUHCKOI momomu (KOMIIEKCHOe
nocemenue — 10-12 nocemenui).

3axsouenne. Hecmorps Ha exerogHo ysesm4nBaromumecs BO3MOKHO-
cti pUHAHCUPOBAHUS MEAMLMHCKON peabuInTALNY, B FeMaTOJOTMU OHA
npaxtuuecku orcyrersyet. st passurus MP npu 3CK neobxoaum nepe-
CMOTpP KJIMHHMYECKUX PEKOMEHJAALMHA B YACTH ATOTO Pasfiesia, IPOBeJeHNEe
MHULMATUBHON PpaboThl IMIABHBIX CTIELUATUCTOB FeMaTOJIOrOB M0 OPraHmu3a-
uun MP nanmnenrtam ¢ 3CK, a raksxe noaroroska crnenuaincToB He TOIBKO
B 06J1aCTU NCMXOOHKOJIOTMM, HO U nartoncuxosoruu npu 3CK.

Matnracaposa 4. K., Maromeposa A. Y., Mapronun O. B, Hecteposa E. C., Topenkosa J1. T, Barosa M. O., A6aypawupoea P. P,
la6eesa H. I., Kpasuenko C. K., Kynukos C. M., Yabaeea 0. A., 3sotkos E. E., Maposuynukosa E. H.

CPABHEHUE PE3YJIbTATOB JEUEHM S BOJBHBIX IIEPBUYHON MEJUACTUHAJIBHON B-KJIETOUHON KPYITHOKJIETOYHOM
JUM®OMOM 110 ITPOTOKOJIAM «PMBL-2007» A «PMBL-2013»

PreyY «(HMUL rematonorum» Munsgpasa Poccum

Beenenne. Ilepsuunas memnactunanbHass B-xierounas xpyn-
Hoxserounas mumdoma (IIMBKJI) asnsercs arpeccusnoit mumdomoii
¢ yacrorout Berpeyaemoctu 0,062 ciayuas na 1 man. nHacenenus. Boaeror
npeumyuectseHHo mousoabie oxeHmumubl., Jus TIMBKIJI xapaxrepen
61arONPUATHBIIL HPOTHO3 [J1s XUSHU B CJlyyae JOCTHKEHUS MOJHON pe-
MHUCCHM U KpaliHe HEey[OBIeTBOPHUTENbHbIE NCXOABL IPU PA3BUTHH PELU-
nuBa 3ab0JeBaAHUSI.

Iens paGorsr. Ouenuts 9¢eKTUBHOCTL Pa3INUHBIX CXEM Tepanuu
I[IMBKIJI, B Tom uncne y GepemMeHHBIX.

Marepuaas: u meroasl. Vccnenosanus 6vuim soinonnenst ¢ 2007
o 2023 r. B aux 6er1m Brarouens 238 manuentos ¢ [IMBKIJI, us nux
17 (7,1%) sxenmumnam auarHos Gblj yCTAHOBJIEH B ePUOA GepeMeHHO-
ctu. Menuana sBospacra nanuentos cocrasuaa 34 ropa (18-76), npeob-
JIA[aJI1 SKEHIIMHBI, COOTHOLIEHHUE JKeH : MmyK, 2:1. Jleuenune nposopnan
no nporokoxay «PMBL-2007> ocHoBaHHOr0O Ha MCHOJIB30BAHUM BBICO-
K0A03HOU ummynbcHoi xumuorepanuu m-NHL-BFM-90+/— R (2007-
2012 rr., n=67 (28,1%)) u «PMBL-2013» ¢ [19T-agantuposanoii crpa-
Terner Tepanuu, B OCHOBE KOTOpo# Haxoamuaack cxema R-DA-EPOCH
(2013-2023 rr., n=154 (64,7%)). XKenuunam so 11 u 111 rpumectpe Ge-

pemennoctu (TB) ¢ guarnosom IIMBKJI nposoguau xumuorepanuio

B 15 (6,3%) cayuasx no cxeme VACOP-B (2009-2012 rr n=5 (2,1%))
u DA-EPOCH+/-R (2013-2023 rr., n=10 (4,2%). B 2 (0,8%) wnab6.ro-
JeHUSIX XMMUOTEpPANMsl MPOBOAUIACH TOC]e poaos/abopra mo meau-
LMHCKMM TIOKA3aHUSIM.

Peayabrarer u chy)K;Le}me. Ilpu mepuane nabmopenus 72 mec.
(8-196) naTtunernsis obmas seixusaemocts (5-OB) u 6Gespenuausnas
sooxuBaemocts (BPB) cocrasuna 92 u 86% coorsercrsenno. IIporoxon
«PMBL-2007> u «PMBL-2013» nossoaunnu pocrurnyrs 5-OB u 5-BPB
92% wu 82, 93 u 88% coorsercrBenno. Bee sxenmumubr nuarnos [IMBKJI,
KOTOpPBIM BepUUIMPOBAH B MEpPUO/, GEPEMEHHOCTH >KUBbI M HAXOAATCS
B NosHOit pemuccuu 3abonesanusi. Bee poxjeHHble feTH, Marepsam Ko-
TOPBIX MPOBOAMJIN XUMHUOTEPANUIO B MEPUOJ OEPEMEHHOCTHU, 3/0POBBI
u 6e3 nopokos passutus. Bce HebGaaronpusiTHble COOBITUS, CBSIZAHHDIE
¢ [IMBKJI, 6b111 npeacTaBiebl pAHHUMU PELUANBAMU UM TTPOrPeccueii
3aboseBanus u koHcratuposasucs B 31 (13,4%) nabaonennu. Pennpusnt
Pas/iesIIIUCh 10 JIOKAJIU3AIMU TPOLECCa, & MMEHHO ¢ uiiu 6e3 BoBJIeueHus!
ITHC, uro siB4/10Ch IPUHLMIMAIBHBIM 1PH BBIOOpE NPOTOKOJIA TEPATTHH.
Wsonnposannoe nopasxenne [IHC nabmopanocs B nporokone PMBL-
2007 n PMBL-2013 8 4 (1,7%) cay4asx. Bo Bcex ocranbubix ciyuasx 27

(11,3%) peunausos sabonesanus 6pu1u reHepanusoBanubimu. [loBropras

61



| TEMATONOTAS U TPAHCOY3MOMOTUG | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2024; TOM 69; Ne2 |

pemuccus sabonepanus 6vuta gocrurnyTa B 15 (6,3%) ciyuasx, meguana
nunuii repanuu cocrasuia 2 (1-3). B 2 (0,8%) nabnopenusx 6110 mera-
XPOHHOE Pa3BUTHE MeJNACTUHANBHOI TMM(OMbI «CEpPOH 30HBI» HA CPOKE
54 u 12 mec. nocae sasepuienus XT. [Tosropuas pemuccus sabonesanus
6bua rocturnyTa Ha chemo-free crparerun.

3akmouenue. PeaynbraTel MccaenoBaHMs MOKa3aan COMOCTABUMYIO d¢-
dexrusHOCTS ABY X poToxonos. [locTuskeHne nonuoii pemuccuy sabonesanus
U OTCYTCTBUE PAHHErO PELUMBA CBUETEIbCTBYET O U3JEUEHUN NALMEHTOB
¢ [IMBKJL. Ilposenenue xumuorepanuu so 11 u 11 rpumecrpe 6epemennoctn
y sxeruwmH ¢ [IMBKJI nossonser cnacru 2 >xusun 8 100% cnyqaes.

Mapuenko M. B, Auukuna E. B.2, Knumoea O. Y., NlanuHa A. B., Pypakoea T. A.', Kcensoea T. 1.2, Kynarnn A. .

OIIBIT IPUMEHEHW A UHTUBUTOPA C3 KOMIIOHEHTA KOMIIJIEMEHTA ¥V ITAITUEHTOB C ITHT ITPU CYBOIITUMAJIbBHOM OTBETE
HA TEPAIINIO MHTMBUTOPOM C5

"HAW OOTUT um. PM. Top6adesoir, DTBOY BO «Mepesiit Carkt-Metepbyprekuii rocyaapctserHsit meauumnnckiit yrsepcutet um. akag. V.M. Masnosas, Cankt-Metep6ypr, Poccus, IBY3 TO «O6nacthas knunmye-
ckas GonbHuua N2 1, Tiomens, Poccus

Beepenne. Buenpenune B npaxruxy unruburopa C5 xomnonenra
xomnementa akyausymaba (OKY) paguxanbHo usmenusio nporuos u xa-
YeCTBO JKM3HU MALMEHTOB C IaPOKCHU3MaJIbHOM HOYHOM remomo6m—1ypnef/i
(ITHT'). Opnako no 30% GoabHBIX pa3BUBAIOT UL CyHONTUMABHBIH OT-
ser Ha uarubunuio C5. OnHolt U3 NPUYMH ITOTO ABJIAETCS AKTUBALUS BHE-
COCY/IICTOTO FeMOJIM3a, 3a CYET OTICOHU3AIMH SPUTPOLMTOB (parmenTamu
xomnonenta C3. Ilsruerakonnan (ITOI), nepssiit saperucrpuposaHHbIit
B mupe unruburop C3, HanpasJieH Ha pelueHMe JaHHON MPOGJIEMBL.

Ieas paGorer. [IpencraButh nepsblii ONBIT TPUMEHEHHUS BT IETAKOT -
nanay nauuentos ¢ [IHI ¢ cy6ontumansubim orserom Ha Tepanuio OKY.

Marepuasst B Poccnn 2 nanumenra nomywwnn
repanuio [1OI' B pamxax xnunnueckoro uccieposanus (KU) 11 dass
«PEGASUS>. B ananus Br/II0YeHBI JaHHBIE IEPBOTO I'O/la TEPAIINH: BBOJ-
ubiit nepuop (I1OI' 1080 mr 2 p/Hen n/k B gomosnHeHune K TeKywed nose
OKY, 4 nepmenu), pansoMusupoBaHHblil KOHTponupyembiil nepuoy (06a
nanuenra Obun pangomusuposansl Ha moHoTepanuio OKY, 16 nenens),
otkpseiThiil iepuop Tepanuu 1101 (32 wepenn). o nauana repanum 11900
BBIMOMTHSANACH BAKLMHALMS npoTuB V. meningitidis tumos A, C, W135,Y, B,
Str. pneumoniae, H. influenzae Tuna B.

Peayabrarst u o6cyxnenne. Habnonenne 1 (0K/24 ropa), anamues
Tsoxenoi AA, wactuunsiii oreer nocste 3 kypeos VICT, B 2009 rony ne-
Gior I[THI' ¢ akrusubiM BHyTpucocyaucTsim remoausom, ¢ 2012 ropa
repanust OKY 900-1200 mr/14 nueit ¢ noctusxennem cybontTumanbHOro
orBera (coxpaHeHue aHeMUH, TOTPEGHOCTD B TPAHC]YSUAX SGPUTPOLUTOB
(T3)). C 05.2019 Brarouena 8 KU. Bo BBogHOM neprope Ha Tepanuu 10T

B Kombunanuu ¢ OKY JOCTUTHYT KOHTPOJIb BHY TPU— U BHECOCYMUCTOrO

U MeToAbl.

remosuaa ¢ nossinreHuem yposns remornobuna (Hb) ¢ 82 no 116 r/n 6ea T3,
cHmkeHuem abeomoTHoro yncaa perukyaouutos (AYP) ¢ 210 xo 60 Tric/
MKJ U ypoBHs obuero bunupy6una ¢ 40 go 13 mxmons/n. Ilpu ormene
I19T noce panOMU3aMU OTMEUEHO HAPACTAHME AKTUBHOCTH FEMOJIH3a,
yray6nenue anemuu (Hb 50 r/m), morpe6osasmeit TO. [Ipu BozobHOBIE-
uuu tepanuu [1O]' remonus kynuposan, yposens Hb npessiaer 110 r/x,
oTmeuaetcs ymeHbluenue yromisemoctu (+5 6asnos no wkane FACIT).
3a nepuop nabmopenuss CHS ne poxymenrtuposans.. Habmonenue 2
(M/28 net), pebior ITHI ¢ 07.2016 ¢ peunpusupyoumx Tpombo3os riay-
GOKMX, MOBEPXHOCTHBIX BEH U CHHYCOB IOJOBHOI'O MO3Ta, aHEMUYECKOTO
cunpipoma. Tepanus OKY ¢ 10.2016 ¢ coxpanennem anemun (Hb 79 r/m)
u norpebroctu B TO, 3 annsopa npopsisroro remonusa (I1I7). C 05.2019
sruoueH B KM. Ha repanuu 191" kynuposan BHyTpu- 1 BHECOCY AMCTBIN
remonua ¢ nossimenuem yposus Hb no 122 r/n Ges norpe6roctu 8 TO,
CHUW>KeHUe ypoBHs bunupy6una co 125 no 14 mxmonn/n. B xourpoaupy-
emom mepuoge ormeHa [1OI' npusena k Hapactanuio remonusa, yriy6-
nenuto anemun (Hb 72 r/n), norpebuoctu B8 TO. Ilpu Bo3obHOBAEHUM
repanuu [IO' BHOBb JOCTUTHYTHI KOHTPOJIb FEMOJIN3a U HE3ABUCUMOCTD
or TO (Hb seime 120 r/n). Opnako na repanuu [19 umenocs 2 sanusona
I1I, 8 Tom uncae B cBs3u ¢ 2KKDB, us-3a gero nanee [19I BBommics kax-
aste 3 nus. dpyrux CHS ue ormeuanocs.

3axmrouenne. [lepeoiit B Poccuu onwit nemoncrpupyer addexrus-
Hocrs [1OI npu cybonrumansiom orsere Ha tepanuio OKY Benegcrsue
C3-onocpenoBaHHOrO 9KCTPABACKyJAsapHOro remosnusa. llpobnema BHy-
TPMCOCyHVICTOFO HF TpCG_yeT TIATEJIbHOI'O MOHMTOPV[HFa nu l'lepeCMOTpa
pexuma posuposanus [1OI.

Menuksan A, J1., Tunasutamunosa E. A., Cy6opueea U. H., Konowennosa T. U., Jlykuna E. A., Koxro A. B., OsupHbik B. H., Koepuruna A. M.,
Cynapwkos A. b.

CUCTEMHBIN MACTOLIMTO3, ACCOHI/H/IPOBAHHBH;I CTEMATOJOTMYECKMM HOBOOBPA3SOBAHUEM
DreY «<HMUL rematonorums Munsgpasa Poceunu

Beenenue. Cucremuniit macrouuros (CM) npencrasiasier coboii rere-
POreHHYI0 TPy NIy PeAKMX FeMaTONOrMYeCKUX HOBOOOpa3oBaHuii, Xapak-
Tepusylomuxcs mpoaudepanneil U HaKOMIeHUeM KJOHATBHBIX TYYHBIX
KJIETOK B OJHOM MJIM HECKOJBbKMX OPIaHOB, HOMUMO KOXKH. OTHOJOTHS
3a00JIeBAHUSI HEM3BECTHA, NATOTEHe3 B DOJBIUIMHCTBE ClLydYaeB CBSI3aH
¢ kaonansroit anomaunueit rena C-KIT. B coppemennoii knaccudukanmun
BOS3 cucremHBIi MacTOLMTO3 MOAPABAENSIOT HA BAPUAHTBI C U30JUPO-
BaHHBIM [OpPa)KeHMeM KOCTHOI'O MO3ra, MHAOJEHTHBIH, TIEIOINH, arpec-
CHUBHBIM CUCTEMHBII MaCTOIIMTOS3, Ty YHOKJIETOUHBIN JIEIIKO3 U CUCTEMHBIN
MacTOLMTO3 C ACCOLMUPOBAHHBIM [€MAaTOJOINYECKMM HOBOOOpa3OBaHU-
em. Knunuueckue nposisienus cucteMHOro MacToLUTO3a pa3Hoo6pasHbl.
ITopaskenne KOCTHOro MoO3ra MMeeTCsi y BCEX MALMEHTOB, HE3ABHCUMO
OT MOATHUIIA CUCTEMHOTO MacTonuTosa. ¥ yactu nanueaTos ¢ CM umeercs
conyTeTByOLLEe, TM60 ACCOLUMPOBAHHOE KJIOHAJIBHOE FeMATOJIOrMYeCKOe
HoBOOGpasoBanue HeryuHokJetouHoit npupoas (CM-AT'H), uto BriasI-
BaeT TpyaHoctu npu auarHocruxe. B 2022 ropy skcneprHbiit KomuTer
Meskgynapoguoro xoucencyca (ICC) npencrasun nepecmorpenHtsie kpu-
repun kaaccupuxanuu CM, B 4aCTHOCTH TPEATOKUI CIUTATD ACCOLMMU-
POBaHHBIM KOMIIOHEHTOM JIMIIb MUEJIOUAHbIE HEOIIA3U Y.

Hear paGorer. Onucars 4acTOTy BCTPEYAEMOCTH U KJIMHUYECKUE
0cobeHHOCTH BOTBHBIX CUCTEMHBIM MACTOLUTO30M C ACCOLMMPOBAHHBIMU
MUEJOUIHBIMU HEOIJIa3UsIMU.

Marepuansiumeroast. BOI'BY <HMUIL remaronornn» Munsppasa
Poccun ¢ 2013 no 2023 r. nabmoaanucy 102 GonbHBIX ¢ pasnuuHbBIMU
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KJIMHUYECKUMU BAPMAHTAMU CUCTeMHOro macrounrosa. Cpeau nux y 14
(13,7%) nauueHTOB AMATHOCTUPOBAHO BTOPOE OHKOIEMATOJIOIMYECKOE 3a-
Gonesanue muenaounHoit npupoasl. CooTHOLIEHME My >KUNHbL: *KEHIUHbI
1,3: 1,0 (8: 6). lnanason Bospacra Ha MOMEHT yCTAHOBJICHUS AIUATHO3A CO-
crasus or 33 1o 69 ner. Bo Beex cayuaax guarnos CM-AT'H 6611 ycranos-
aeH B coorsercrBun kpurepusm CM n xpurepusam AI'H kak orpensroro
sabosnesanus no knaccupuraunn BO3 2017 rr.

Peayabrarnt u o6cyxaenne. Coueranne CM u accounuposanHoro
MUeJOMAHOro HOBOOOpazoBaHUsl AuarHoctTuposaHo B 14 nabmopenusx:
XMMJI — 4, ucrunnas nonuuuremus — 3, [IMD — 1, XMII3, nexaac-
cudunupyemoe — 1, xpoHuueckuit 203uHOPUABHBI 1€f1K03 C EpPecTpoii-
koii PDGFRa — 1, MJIC ¢ ua6sitkom 6macros — 2, OCTPBIN MUEJION/HBII
neiikos — 2. [lopaskenne koxu (MMTMEHTHas KpamMBHHIIA) OTMEYEHO
auwp y Tpetu Goabubix. CrisieHomeranus Gblia BbIsiBIEHA y BCeX 0OJb-
HbIX, B T.4. maccuBHad y 3 naumentos (21,4%). Myrauns C-KIT D816V
BoisiBiieHa B 85% cayuvaes. [lokasanuem pus moncka BTopoit MuesiongHoN
OILyXOJIM SIBJISLIUCH KJIMHUKO-TEMATOJNIOTMYeCKUe OCOOEHHOCTH, a UMEH-
HO: JTEHKOIUTO3 CO CABUTOM (POPMYJIBI BIEBO, MOHOILIUTO3, 203uHOMUIHUS,
yBennueHue ynucaa 61acTHBIX KJIeToK, TpoMGonnTos niu rpombonuTone-
Hus, nosbiwenue yposus JIJT, mopdoaorus koctHoro moara, npusHaku
Muenoaucnaasuy, pubpos, criieHoMeraausi.

3akaouenue. MAaCTOLMTO3 TETEPOreHHAst TPyIl-
a reMaroJOrMYeCKUX KJIOHAJbHBIX 3a00JeBaHUi, AHMATHOCTHUKA
U JleueHMe KOTOPBIX TPeOyeT He TONBKO MeXUCLUILIMHAPHOIO MOJXO/A,

CucremHsbli



HO U HACTOPO>KEHHOCTH T'eMAaToJora, NaToMopdoora B OTHOIIEHHH BTO-
poro remarosiornueckoro sabosaesanus, nockosnsky ot 10 1o 40% cayuaes

Mpunoxenne 1

CHUCTEMHOI0O MaCTOLMTO3a aCCOIMMPOBAHO C réMaToOJOrM4€CKMMU HOBO-
OGPaSOBaHI/IHMI/I HETYYHOKJIETOYHOTI'O IIPOUCXOKAEHM .

Menbhukosa M. B., fleitneko H. J1., Koepuruna A. M., Conosbesa M. B.

OKCITPECCH S MEF2B ITPY B-KJIETOYHBIX OITYXOJISX C IIJTASMOBJIACTHOM MOP®OJIOTUEN
DEMY «HMUL, rematonormm» Munsapasa Poccin

Beenenne. O6nextusnbiMu dakropamu, saTpyaHsomumu mopdo-
JIOTUYECKY 0 )J,Vld)djepel-lunanbl-l_y}o AMarHoCTUKy B-kseTounsix onmyxoseit
¢ naasmobnactHoll mopdosiorueil, IBASIOTCS pefiKas BCTPE4aeMOCTb AaH-
HBIX HOBOODOpas3oBaHUH, CXOAHBIE MOP(OJIOrMIeCKre U UMMYHOIUCTOX U~
MUYECKMe XapaKTepucTuku. Peluenue nanHoil npobsemsl Tpebyer paspa-
GOTKM JMAarHOCTUYECKUX AJTOPUTMOB C MCIOJb30BAHMEM HOBBIX Gosee
crienuUUHBIX MMMYHOIMCTOXUMUUYECKUX MapkepoB. llepcrnekTuBHbIM
B 9TOM OTHOLIEHUU MPENCTABISETCS HOBbI TPAHCKPUIIIIMOHHBIH pakTop
repmuHaabbix B-xkaerox MEF2B, ucnonsayemurit B auddepennnans-
Holt fuarnocTuke B-kpynnoknerounsix numdom.

Iensr paGorsl. Onpegenuts 4acToTy OBHApy’>keHUsI M XapakTep
axcnpeccun MEF2B y Goabubix nnasmobaacrroit mumdomoit (ITBJI),
nnaamobaactaoit nnasmouuromoit (ITI1) na Guoncuitnom marepuase, na-
L1eHTOB ¢ masmokierounnim seiikosom (I1JI) na marepuasne Tpenano-
OMONTATOB KOCTHOTO MO3Ta.

Marepuanns: u meronpl. PeTpocnexTusHO npoaHaau3upoBaH GUOCHIA-

HbLii MaTepuas 1 MaTepuaJ TPenaHobuonTaToB KOCTHOro moara 34 nauneH-
T0B ¢ B-kseTounbiMu onyxonsamu ¢ nnazmobnactroit mopdosnorueii, mpoxo-
nuBmux obcnenosanue u nedenue B HMIUILL remaronoruu s 2018-2023 rr.
Coornomenue mysxauubroxeHmuabl (mox) 2,1:1, meqnana sBospacra — 556
aer (19-73 rona). I'pynna nceneposanms sxmovana 19 nanuenros ¢ I1BJ],
mok 2,2:1, mepmana Bospacra 47 aer (19-71 ron); 10 naumenros c II1, mix
1:1, mepuana Bospacra 69 ner (44-72 ropa); 6 nanuenros c I1J], menuana
Boapacta — 63,3 rona (40-71 ron).
I'ucronoruyeckoe U MMMYHOrMCTO-
xumuueckoe uccaenosanue (MI'X)
c aururenamu x MEF2B (Sigma-
Aldrich; Anti-NFE2) nposoausiocs
Ha cpesax ¢ mapadUHOBBIX GJIOKOB
OMyXoJeBoro cybcerpata u TpenaHo-
6MONTATOB KOCTHOTO MO3ra, yUUThI-
BaJIaCh yMepeHHas — WHTEHCUBHAS
anepHas peakuus B 2 50% omyxoue-
BbIX KJIETOK.

Peaynbrarel u  oGcysxjenue.
Monomopdnas unTeHCHBHAH ~—
ymepenHast okcnpeccus MEF2B
6outa obnapyxena y 12 (63,2%)

nauuentos ¢ [IBJI, npurom y 3 (15,8%) manmenTtos ormeuanacy MoHO-
mopdnas unrencusnas saepuas peakuusa B 90-100% onyxonesbix kJe-
tox. B rpynne Goabubix IIIT sxcnpeccus MEF2B 6bina o6napyskena
y 6 (60,0%) naunenToB, HO XapaKTepu3OBalaCh KpailHe TeTEPOreHHbIM
XapaKTepoM SIAEPHOI peakuuu — OT cJ1aboii 10 yMepeHHON WHTEeHCUB-
noctu. Cpeau Goabubix I1J]1 sxcnpeccuss MEF2B 6bina BeisiBnena B 1
(20,0%) ciyuae B 6onee 90% omnyxoseBbIx KJIETOK, HOCHJIA T€TE€POreHHbIH
XapakKTep: ONPEeAEJSINCh YIACTKUA C WHTEHCHBHOM SIAEPHOH peakuuei
U yYaCTKM C yMEPEHHOH siIepHOI peaKiueil B Oy XO0JeBbIX KJIeTKaX.

3axmouenne. [lpu nposesenun auddepenuanbhoiil AuarHoCTUKY
B-kierTounbix omyxoseil ¢ nnaamobnacraoit mopdosorueit, nomumo Tia-
TeJIBHOTO AHAJIN3a BCEX AOCTYMHBIX KJIMHUKO-TabOpPaTOPHBIX M UHCTPY-
MEHTaJbHBIX AAHHBIX, CJEAyeT yUUTHIBATH 0COGEHHOCTH MMMyHOdEeHO-
Tuna HoBoobpasoBanus. [Ipy MMMYHOrMCTOXMMHYECKOM MCCIIE0BAHNUN
c anrurenamu k MEF2B skcnpeccus o6napyskuBaeTcst IpuMepHO B pas-
Hom umcite ciy4aes kak npu [1BJI (63,2%), tak u npu I1IT (60,0%), onna-
KO B KJIeTKax onmyxosesoro cyberpara [1BJ] wauie ormeuaercs monomopd-
Has WHTEHCHBHasi/ymepeHHas, JM0OO WMHTEHCHUBHAs S/ilepHAsl peakuus,
B 1o Bpems kak npu 111 u npu I1J] B nosurusHbIx cayuyasx ormeuyaercs
BbIPa’KEHHAs] FeTEPOreHHOCTh PeaKklMM, C MHTEHCUBHOCTBIO OT caaboit
1o ymepenHoit. Briepseie onucana sxcnpeccus MEF2B npu I1J1. B nan-
HOIi rpyIMINe MauueHToB yactoTta obHapyxkenus axcnpeccun MEF2B co-
crasuia 20,0% caysaes I1J1.

Muponosa [I. A., Knacosa I. A., Kyaemuua J1. A., Aipokos M. 1O., Maposuunnkoea E. H.

I[TPOTUBOTI'PBKOBAS ITPO®UIIAKTUKA B ITEPHOJ 1O IPMXKVBJIEHNS TPAHCIIIAHTATA V PEHUITMEHTOB AJUIOTEHHBIX
T'EMOIIOSTUYECKHNX CTBOJIOBBIX KJIETOK

PreyY «(HMUL rematonorum» Munsgpasa Poccum

Beenenue. [Ipodpunaktuxa unsasususix mukosos (VM) B nepuop
HEHTPONEHUM y TALMEHTOB IMOCJE TPAHCIUIAHTALMN AJUIOTEHHBIX TEMO-
noaTuueckux cTBooBbx Kiaetok (anno-TT'CK) ssaserca neobxonumoii.
Boipensiior nepBuuHy0 U BIOPUUHYI0 NPO(UIAKTUKY AHTUMUKOTUKAMHU.

Iens paborbr. Ouennts 3¢peKTUBHOCTb MPOTUBOrpUOKOBOI MpO-
dbunakTUKU B MepUOA HEHTPONEHNH Y NAIMEHTOB TIOCJe IEPBOI U BTOPOI
anno-TT'CK.

Marepuasnbt u MeTobl. B uccieosanue GblIu BKIIOYEHbI AIIUEHTHI,
naxonusmuecs: Ha jedennn 8 HMUII remaronorun (2018—2023 rr.) mo-
cnie nepsoii u Bropoit anno-TI'CK. Bee nauuentst 6bu1n B ogHOMECTHBIX
najarax, OCHallleHHBIX HEPA-(bI/IJ‘IpraMI/I. B nepuon neiikonenun (neit-
xoruros menee 1,0x10%/m) nepBUuHy0 NpoduaakTUKy nposoauau ¢iy-
konaszosnom 400 mMr/cyT, 1pu HaIMYMM OCTATOYHBIX U3MEHEHUIl B JIETKUX,
He cBazannbix ¢ UM, — Bopuxonasonom 400 mr/cyT, nosakonasonom 600
mr/cyT unu sxunokanaunom (kacnodyurun 50 mr/cyt nnu muxkadyurun
50 mr/cyr). lns BropuuHoil npodUIaKTUKK HA3HAYAIN AHTUMUKOTUK —
npenapar usiedenus or neperecenroro FMIM. B ananus no npodunaxruxe

He BrJtoyeHo 10 nanueHToB, KOTOPHIM MNPOBOAMIIOCE JeYeHUe UHBA3UBHO-
ro MMKO3a Ha dTare KOHAMLMOHUPOBAHMUS.

Peayanbratel u obGcyskaenue. 3a aHanuaupyeMmblii mepuos Obu1o
soinoaneno 471 mnepsas anno-TI'CK u 61 mnosropmas ammno-TI'CK.
Xapakrepuctuka nauueHtos npenctasieHa B Tabauue 1. [lanuentst
He OTIMYaJuCh HO NOJy, BO3PACTy M AMArHoady. |paHcmiaaHTauuu
OT ralyIONAEHTUYHBIX IOHOPOB IPOBOAMJIMCH Yallle IpU [OBTOPHBIX aJl-
10-TTCK (p<0,001). B rpynne nepsuunoit npopunaxruku MM nauu-
enram Ha nosropHoi ano-TT'CK uame nposoguics pexxum koHaMLIMO-
HUpoBaHUs ToHWkeHHOH uHTeHcuBHocTH (p=0,02) ¢ ucnoabsoBanuem
crBosoBbix KieTok kposu (p=0,04). Menuana paurensHoctu Heiitpone-
HuM Gbuta Gosbuwe nocse nosropusix amno-TT'CK (p<0,001). B nepuon
HefiTponeHUyu AJis TepBu4HOi mpodunaktuku npu nepsoit aano-TTCK
npeobnagan daykonaszon, npu sropoit amno-TI'CK — sxunoxanaun.
Ilns BropuuHoii npodunakTuky npeobaanano HazHaueHHe BOPMKOHA30-
na (rabauua 2). Iocne nepsoit anno-TT'CK passunocs 6 (1,4%) cayua-
es VIM, nocse Bropoit anno-TI'CK — 3 (5,7%). Bce UM nocae Bropoit
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Tabnunua 1. Xapaktepuctuka peuunuertos nocne anno-1TCK

Mokaszatens Mepeuynas npodunaktmka Bropuunas npodunaktmka
1-9 anno-TICK | 2-9 anno-TICK | 1-9 anno-TICK | 2-1 anno-TICK
Bcero 431 Bcero 53 Bcero 34 Bcero 4
Mon My XCKO#M 207 (48%) 25 (47%) 15 (44%) 4(100%)
XEHCKMMA 224 (52%) 28 (53%) 19 (56%) 0 (%)
Boapacr, meanara 36 (17-65) 38 (19-57) 42 (19-59) 39 (23-58)
Duarkos oMn 175 (41%) 26 (49%) 21 (62%) 1(25%)
onn 129 (30%) 12 (23%) 11 (32%) 3(75%)
mac 56 (13%) 7 (13%) 1(3%) 0
AA 15 (3%) 0 1(3%) 0
Dpyrve 56 (13%) 8 (15%) 0 0
lanno 147 (34%)* 34 (64%)* 10 (29%) 3(75%)
Tun mok Poa. cos. 123 (29%) 3 (6%) 8 (24%) 0
AOHOPA | Henon, cos. 112 (26%) 7 (13%) 7 (21%) 0
Hepog. uac. cos. 49 (11%) 9(17%) 9 (26%) 1(25%)
Pexum koHaMuMO- RIC 364 (84%) * 51 (96%)* 28 (82%) 3(75%)
HUPOBAHUS MAC 67 (16%) 2 (4%) 6(18%) 1(25%)
McTouHmK TpaHc- CKK 358 (83%)* 50 (94%)* 29 (85%) 4(100%)
nnaHTara KM 73(17%) 3(6%) 5(15%) 0
[LlnuTensHOCTb HeHTpONEHNN 21 (3-199)* 60 (9-141)* 24,5 (9-90) 52,5(11-73)
Boccranosnetive na 403 (94%)* 38 (72%)* 31 (91%) 3 (75%)
nenkoumTos
exvivoTCRa/b a0 46 (11%) 4 (8%) 3(9%) 2 (50%)

nenneuus

*p<0,05; [pyrue — xpoHuueckuit muenoneitkos, atunmunbiit XMJ1, xpornueckuit iumdoneiikos, nepsu4Hsiit
muenodubpos, JIN3, mHoxecTBeHHAs Muenoma, cuiapom Ce3apy, MMENoMaHAs CapKOMA, TPUBOBUAHBIA MUKO3;
[anno — rannouaeHTMYHbIN, pOA. COB. — POAICTBEHHbI COBMECTUMbIN, HEPOl. COB. — HEPOACTBEHHbI COBMECTH-
Mbll:i, HEpPOA. 4acT. CoB. — HepOﬂCTBeHHbII\:i YACTMYHO COBMECTUMBIM AOHOP; RlC — PEXHUM KOHAMLUMOHUPOBAHHKA
noHmxeHHow uHTeHcusHocTH, MAC — muenoabnatuHblit pexmm konanumornposanms; CKK — cteonosbie knetku
kpoeu, KM — kocTHbii MO3T.

anno-TI'CK passuancs y manueHTOB ¢ HECOCTOSATENBHOCTBIO TPAHCILIIAH-
rara. Mepunana anurensHocty neiikonennn Ha momeHT passurust VIM co-
craBuia 71 (69-68) nenn. Crenyer mop4epkHyTh, 4TO Cpeau BCex IaLu-
€HTOB, KOTOPHIM TPOBOAUIACH BTOPUYHAS TPOPUITAKTHKA, OTMEUEH JUITH
OZMH cilyyail pennanBa uHBasuBHoro acneprusesa aerkux (MAJI) y na-
nuenrta c OMJL. AJI passuics na 90 nens neiixonenuu na done sropuu-
HOIt poUNAKTUKY BOPUKOHAZOIOM.

3axmouenne. Otmeuena s ek TUBHOCTS TPOBOANMOI TPOTHBOTPUG-
KoBoii TpoduaaxTuku. 3aperucTpuposana Huskas yacrora VIM B nepu-
ox Hefftponenun nocie nepsoii anno-TT'CK. [lokasana addexrusnocts
npogunaxktukuy 6oabubix ¢ IM B anamuese (1 ciyuaii). Boaee Boicokas
gactota VM ormeuena nocse nosropuoit anno-TT'CK. Heobxonumo no-
MOJIHUTENBHOE MCCIIe0BAHME Y OTON KATErOpUM GOJIbHBIX U, BOZMOKHO,
UCIOJIb30BaHME APYTUX AHTUMUKOTUKOB AJIsl HPOUIAKTUKH.

Tabnuua 2. AHTUMMKOTMKM, UCNONb3yemble Ansi NPOMUIAKTHUKMA B NEPUOA
HEMTPOMNeHUM

Mepeuunas npodunakTuka BropuuHas npodunaktuka

Mpenapar 1-5 anno-TICK 2-5 anno-TICK 1-5 anno-TICK 2-s anno-TICK
Bcero 431 Bcero 53 Bcero 34 Bcero 4
®nykoxaszon 406 (94%)* 15 (28%)* 0 0
Bopukorason 19 (4%)* 9 (17%)* 30 (88%) 4(100%)
MosakoHason 1(1%) 1(2%) 1(3%) 0
MaasykoHason 0 0 1(3%) 0
DXMHOKAHANH 5(1%)* 28 (53%)* 2 (6%) 0
Passutne UM 6(1,4%) 3(5,7%) 1(2,9%) 0

*p<0,05.

Muxainoe E. C., Joponnn B. A., Ko63es tO. H., Mrywkun B. B.

AMIIIMOUKAINS 1 KAK ®AKTOP HEBJIATOIIPUSATHOT'O ITPOT'HO3A ¥V ITAIIMEHTOB C MHOXECTBEHHOV MUEJIOMO
[BY3 «[KB um. C.IN. Botkunna I3M>»

Beepenne. Amninduxanus pernoHa AJMHHOrO Ileda NePBOH Xpo-
mocomsl (1q amp) — opHa u3 Haubosee YACTO BCTPEYAIOLIMXCS TeHETHYe-
ckux abeppaluil y NalMeHTOB ¢ MHOYKECTBEHHOU Muesomoii. Beissiaenue
AaHHON XPOMOCOMHOH MepecTpoiKM OTHOCHUT 3aboneBanue K rpyTie Bbl-
coxoro pucka. B peayabrare amniunduxauuu soxyca 1q21 passusaercs
runepakcnpeccust rena CKS1B, koropas accoummposana ¢ passuruem
JIEKAPCTBEHHON YCTOMYMBOCTHM M ArPECCHMBHBIM KJIMHMYECKMM TEYEHH-
em. B psane nccnenosanmii Gplsa MpofeMOHCTPUPOBAHA CBSA3b MEKAY pe-
sysbTaTamMu JedeHus: u xosmdecrsom konuit 1g2l. B mpornocrmueckux
mkanax, rakux kak mMSMART, ucnonsayercst Bapuanr ¢ ogHo# xomou-
nurenvHot xonueit 1q21 (1q gain). Bausanue >xe Goabliero xonuvecrsa
xonuii 1q2] noka akTuBHO udyuaercs.

Iens pa6orsr. Onpesennts nporuocTuueckoe sHaueHue 1q gain u lq
amp y NallMEHTOB C MHOYK€CTBEHHOM MMEJIOMOM’.

Marepuansl 1 meToabl. B HacTosmee nabmionaTenbHoe mccieno-
BaHME BKJIIOYAJUCh NALMEHTHl C BIEPBbIE BLISBJIECHHONU MHO)XXECTBEHHOMN

Puc.
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Muenomoll, y koTopbix B febiote 3aboseBanus Gblia BoisiBaeHa 1q gain
unu lq amp. Menuana sospacra nebrora cocrasuna 67 et (nuanazon 38—
82 rona), 64% >xenmmunbl. Becem manuentam no Havasna JedeHUs BbINOJI-
usinocs FISH-uccaenosanue ¢ nokyc creunduuHbiMu 30HAAMY [J1s BbI-
sBaeHust 1q gain u Apyrux XpomocomHbIx abeppauuii. MnaykunonHnas
Tepanus NpoBOAMIACH 6OPTE30MMO-CcoepKalumMK pexumamu. B kaue-
CTBE NEePBUYHONM KOHEYHOM TOYKU BmGpaHa GeccoObITUITHASI BBDKUBAE-
moctb (BCB), onpenensiemast kak BpeMs OT IOCTAHOBKU AUATHO3a A0 JII0-
60ro 13 creayOMKUX COOBITUIL: IPOrpeccuy, UM penuanBa 3aboaeBaHus,
unu cmeptu cybbexta no awoboit npuunne. Mennana spemenu Habuio-
nenusi cocrasuia 6,2 mecaua (1-102 mecsina). Craructuueckas obpa-
6oTKa lAaHHBIX NPOBOAMJIACH [LyTEM aHAJINU3A BbI)KUBAEMOCTU IO METOLY
Kannana — Meitepa. [lns pacueToB nCrnosb3oBasoch CTATHCTHYECKOE
nporpammuoe obecneyenne GraphPad Prism, sepcus 9. Cratucruueckyto
3HAYMMOCTb Pa3JINIMi BBDKUBAEMOCTH B MCCIIEAYEMBIX IPYIIaX PACCUH-
TBHIBAJIM C MOMOLILBIO JIOT-PAHTOBOTO TECTA, PasdJMuMsl CYUTAINUCh 3HAUMU-
mbimu ipu p<0,05.

Peayabrarnl u obcyxpaenune. B nccnenyemoit nonyasiunm ogHa go-
nonuurensHas xkonus 1g21 seiasnena y 20 nauwmenrtos (40%), lq amp
obnapysxena y 30 6oabubix (60%). [lBe rpynmnbl He OTAMYAIMCE 1O TIOTLY,
BO3pAcTy, MHAYKLMOHHOMY PEXUMY XMMMOTEPAIMHU, & TAK)KE 1aCTOTE
BBIIIOJHEHMS] ayTOJOTMYHON TPAHCIUIAHTALMM TeMOIOdTUIECKUX CTBO-
JIOBBIX KJIeTOK B meppoii munun. Menunana BCB B obutett rpynme cocra-
Buna 14,97 mecsiua. Yeenuuenue xonuitnoctu 1g21 6uuio acconuuposa-
HO co cHmxeHuem meaunansl BCB mouru B aBa pasa. Tak, B rpynne 1q
gain meguana BCB cocrasuna 25,63 mecsaua, B TO Bpemst Kak y manu-
eHTOB ¢ lq amp nauHbli nokasarens cocrasua 13,23 mecaua (p=0,0378,
HR=1,94 [0,91-4,14]). ITaunenTsl, numeromue 1 gononuurensHyo Konuo
121 mocTurau no meHblIeH Mepe YaCTUYHOrO OTBETA HA MHAYKLUNOHHYIO
tepanuio B 55% caydaes, a B rpynne 1q amp faHHBIA mOKasaTespb cocTa-
sus 50%.

3axaouenne. Amninudukanusa 1q21 asasercs dakropom Hebaro-
[PUSATHOrO IPOrHO3a y IALMEHTOB C MHOXKECTBEHHOU muestomoi. [lannas
reHeTHyecKas abeppalus 3HAYMMO yXy/IIAeT IPOrHO3 OONbHBIX O CPaB-
HEHWIK C nalnueHTamMu, y KOTOPbIX BbISIBJICHA 1 JAOMOJJIHUTEJIbHASI KO-

nus 1g21.



Mpunoxenne 1

Mouwcees U. C.', ipokos M. 10.2, Kuraesa tO. C.3, Pynakosa T. A.', bapabaHwmkosa M. B.!, Abanacbesa K. C.!, Bonpaperko C. H.!, Bacunbesa B. A.?,
Bnacosa tO. 10.!, Xorones [1.K.", KysbmunHa J1. A.2, Moposoea E. B.!, Monosa H. H.2, Koncranturosa T. C.3, Maposuunmnkoea E. H.2, Kynarun A. 1.

OUHAJIBHBIV AHAJIN3 TEPBUYHON KOHEYHOM TOYKY PAHJIOMU3MPOBAHHOI'O VICCJIEIOBAHNS IIPUMEHEHU S
HMUKIOD®OCOAMUIA B KOMBMHAIIMY C PYKCOJIUTUHNUBEOM NJIN NHTUBUTOPAMUI KAJIBIIMHEBPUHA C MUKO®EHOJATOM
MO®ETUJIOM B [TPOOUTAKTUKE PEAKIINN «TPAHCIIVIAHTAT ITPOTUB XO39MHA» (PTCyRuxo)

"HWI petckoit oHkonoruu, rematonorim v tpaxcnnaxtonoruu um. PM. Top6adesoit, PIEY BO «Mepebiit CankT-lNetepbyprekmii rocyaapCTBeHHbI MEAULMHCKIIA YHUBEPCHUTET
um. WM. Maenosa» Munsapasa Poccum, *PIEY «HMULL rematonormms Munzapasa Poccun, *TAY3 CO «Ceepanosckas obnactHas knuHmndeckas GonsHuua N2 1s, “HIAM getckoit
OHKOMNOMMK, rematonoriu v tpancnnantonoruu um. PM. fopbauesoin, PIBY BO «epewiit Cankr-lNetepbyprekuii rocynapcTeeHrHbii MeamnumnHckui yHnsepcutet um. .1 Masnos»

Munsapasa Poceun, TAY3 CO «Csepanosckas obnactHas knunudeckas 6oasHmua Ne 1»

Beenenne. [locrrpancnianrannonsstit uIzIKnod)ocd)aMM}:[ (ITTHD) —
LIMPOKO UCIONb3yeMast NPOUIAKTHKA PEAKLIUHU «TPAHCILIAHTAT IIPOTUB
xosauHa» (PTIIX) npu rannonaeHTMYHBIX M HEPOACTBEHHBIX TPAHCIIAH-
ranuax remonostrudeckux crsoyoBbix kKjetok (TI'CK). Ocuosbisascs
Ha peayJbratax uccaenosanus /11 gassl npu muenodubpose, BbiaBuHyTA
runoresa, uro coueranue [ITLD u pyconutunnba moxker umets conocra-
sumyio addextusrocts no koutposio PTIIX u MeHbIIy 10 TOKCHYHOCTS.

Ilens pa6orel. Cpasuuts ABa Bapuanta npopuaaxtuku PTIIX.

Marepuanbst u metombl. B panpgomusupoBanHoe ucciegoBaHue
PTCyRuxo (CINC424ARUOIT, clinicaltrials.gov, NCT04669210) sk.10-
gero 128 peunnuentos TI'CK or HepopcTBeHHOrO M ramiongeHTHIHO-
ro AOHOpa B PEMUCCHU OCTPHIX Jeiikosos. IlanuenTsr Gbuin pangomu-
suposansl 1:1 B rpynner npopunaxtuku IITHD ¢ pyxkcoaurunubom
(IITUDPykc) u IITHUD ¢ unruburopamu xansumxespuna u MMOD
(IITH@xonTpons). Ilanuents: 65utn crpaTudunpoBans! Mo TUILY AOHO-
pa u pucky sabonesanus. I'pynnsr 6b111 c6aaHCHPOBAHDI IO BCEM KJIH-
HUYeCKUM napamerpam (TabiL.).

Peaynbrarer u oGcyskaenne. Mennana nabniopenuss cocraBusa
16 mecsiues (muanason 2-34). He BblaBreno nocToBepHbIX pasnu4mii
B uacToTe MpvkMBIeHUs TpaHcmiaantarta: 89% nporus 98%, memnana
npwkusienus 19 nueit B 0b6eux rpynnax (p=0,56). Ilpu ananuse nep-
BUYHON KoHeuHOH Touky B Tecte Dapunrrona — MouHMHTa moaTBep-
sxiena non-inferiority pexxuma IITLIMPyxe mo cpaBHenuio ¢ pesxumom
IITL®kouTpoas B apdextusnoctn npodunaxtuxu ocrpoit PTIIX 11-IV
crenenn: 11,4% (956%/AU 5.0-20,8%) nporus 19,7% (95%A1 11-130,1%)
B KOHTPOJbHOH, non-inferiority p= 0,0031, superiority p=0,1932, pucynok
1A. Tax>xe MOATBEp>KAEHBI «He XyALIUE» PE3YNBTATH MPOPUIAKTHKY
xponnueckoit PTIIX cpenneit u tsxenoii crenenn: 24,8% (95% 11U 14,7
36,3%) nporus 42,0% (95%AN 28,6-54,9%), non-inferiority p=0,0020,
superiority p=0,1220, puc. 1B5. Kymynsarusnas uacrora GespenuansHoii
aeransnocn B rpynnax [ITLH®Pykc u IITL®xouTpoas cocrasuna
8,2% (96%U 3,0-16,7%) nporus 23,5% (95%11 11,637,7%), p=0,0964,
a KymysnatusHas yacrora penuansos — 18,3% (956%/1U1 9,3-29,8%) npo-
tus 21,5% (95%0U1 6,7-41,8%), p=0,3633, coorsercrBenno. Obmas BbI-
sxusaemocts cocrasuaa 91,8% (95%AU 81,4-96,5%) u 72,4% (95% 111
55.6-83,7%), p=0,0451 B rpynnax [ITLH®OPyxc u [ITLH®OxonTpoas coor-
BETCTBEHHO, a beccobwrtuitnas — 73,5% (95% 111 59,8-83,2%) u 62,8%

(95%[11 44,9-76,4%), p=0,6922. Yacrora ocnoxHenuii Gpuia conocrasu-
Ma, 3a UCKJIIOYeHMeM MeHbleil BepoaTHocTu peaktusanuu LIMB (45%
npotus 63%, p= 0,0439), Gonbuieil BeposTHOCTM MyKO3UTa 3 CTeneHU
(50% nporus 29%, p=0,03) u menbleii yacToToit TPOMBOTHYECKOH MU-
kpoanruonaruu (0% nporus 8%, p=0,0319) B rpynne [ITLHH®Pyxc. Taksxke
OTMeYasach MeHblIAs YACTOTA IOYETHOH TOKCUYHOCTH 2 U boJiee cTernenu
(0% nporus 8%, p=0,0296) u HexoTOpas TeHAEHUMS K CHU)KEHUIO OOILeit
YaCTOTBI Pa3BUTHSI CEPbE3HBIX HeKesaTeslbHbIX sBiaeHuil (27% nporus
42%, p=0,0756).

3axmouenne. Vccnenosanune pexxuma IITH®OPyke mocturno nep-
BUYHBIX KOHEYHbIX TOYEK, IPU HTOM NOKa3aB boJsiee HJIaronpusTHLIN Npo-
dbunbs TokcMuHOCTH. AHAJIM3 BTOPUYHBIX KOHEYHBIX TOYEK BBIXKMBAEMO-
CTH, JIETAJBHOCTU U YaCTOTHI PELUANBOB [UIAaHUPYETCS I0C/Ie OKOHYAHUS
3aMIaHMPOBAHHOTO MIepUOAia HabIoaeHUsL.

Tabnunua. CpasHeHue XQpaKTEPUCTHK Frpynn
NTU®-rakponumyc-MM® | MTL®-pykconmtuumb | 3nave-

Mapaverp (N=6¢) (N=62) e p
Boapacr, meanaka 37 net (19-66 net) 34 net (18-61 ne) 0,44
OcTpbiit MMENOUAHBIN NEHKO3 67% 66% 095
Octpbiit nMMdobAacTHbIA Neitkos 33% 34% '
HeponcTeenHbiit goHop 56% 60% 068
[annouaHeTUYHbI fOHOP 44% 40% '
KeHwmHbl 48% 53%
Myscutis 529 47% 0.59
Puck 3abonesanus DRI 1 9% 6%
Puck 3a6onesanus DRI 2 85% 84% 0,66
Puck sa6onesanus DRI 3 6% 10%
Pemuceus 1 70% 73%
Pemucems 2 26% 27% 0,24
Pemucens 3 4% 0%
Mupexc komopbuproctn HTC-CI O 55% 47%
Mupexc komopbuproctn HTC-CI 1 31% 36%
Mupexc komopbuaroctn HTC-CI 2 10% 13% 0,73
Mupexc komopbuaroct HTC-CI 3 4% 2%
Mhnekc komopbuaroctn HTC-Cl 4 0% 2%
CrBonoBble KNETKU nepudepuyeckoit Kposu 94% 92% 066
KocTHbii mo3r 6% 8% !
[Llosa 6ycynbdana 8 mr/kr 15% 20%
[osa 6ycynsara 10 mr/kr 51% 49% 081
Llosa 6ycynbdana 12 mr/kr 14% 16% ’
[llosa 6ycynsdara 14 mr/kr 20% 15%

Moop 0. B.!, Mocnenosa T. 1.2, Tonbiwkosa O. C.!
N3YUYEHUE OCOBEHHOCTEM UCIOJIb30OBAHMS MUC Y EE BJIUSHUSI HA IVMHAMUKY 1 CTPYKTYPY MEAMITMHCKNX OTBOIOB

'TBY3 HCO «Hosocnbupckuit knunmnyeckuit uentp kpoems, “OIEOY BO «Hosocnbupckuit rocyaapcTeeHHbIii MeamumHckmit yrusepcuteT Munaapasa Poccuu

Beepenne. Peanbhoe cyuiectsoBaHne MH(EKIMOHHBIX PUCKOB, CBSl-
3aHHBIX C NepeJMBAHMEM KOMIIOHEHTOB KPOBH, AMKTYeT BbICOKHE Tpebo-
BaHus Kk obecreuenno GesonacHocru rpancdysuit. OnHako He MeHbLIETO
BHUMaHUS TpeByloT Bonpocs! obecrnedenns 6e30MacHOCTH U COXPaHeHUs
3710pOBbS IOHOPA BO BPEMsl BBITIOJTHEHN ST AOHOPCKOH (yHKIUH

Iens paGorsr. VMayunuTs AMHAMUKY U CTPYKTYPY MEAULMHCKHMX OT-
sopos ponopos B 'BY3 HCO HKIIK nocne Brenpenns menuumnnckon
ungopmanuonHoii cucremsr Hosocubupcxoit obaacru (MUC) B nponece
MEeAMIMHCKOTO OCBUIETENbCTBOBaHUS, Kak pakTop obecneuenus undex-
MOHHOH 6e30MacHOCTH KOMIIOHEHTOB KPOBU M COXPAHEHUS 3A0POBbS [0-
HOpa NpHU BBINOJTHEHUN AOHALIUH.

Marepuanbt u meropbl. Ha ocHOoBaHMM NaHHBIX eXKErogHOW cTa-
TUCTUYECKOM oT4yeTHOCTH, 6aswl manueix HAVCT n3ydeHa AMHAMMKA
U CTPYKTypa MeJMIMHCKUX OTBOAOB MOTEHIMATLHBIX 0E3BO3MEe3AHBIX
JIOHOPOB KPOBH U €€ KOMIIOHEHTOB.

Peayabrarst u o6cysxaenne. B HKIIK sa nepuog 2017-2022 rr. sa-

perucrtpuposano 179913 noreHumanbHBIX JOHOPOB KPOBHM, M3 KOTOPBIX

cnanu xposb 42114 nepeuunbix ponopos u 112307 nosrophbix moHO-
pos, 25492 ven. (14,17%) no ponauuu ue ponywenst. [Ipu nposenenun
MenobciiefoBaHNUST OBIM MCIIOIB30BAHBI nﬂrbopmaunﬂ EOLl HANUCT
u paunpie MVC. B usy4aemom nepuone 0CHOBHBIMU IPUYMHAMU IIOCTO-
SHHBIX MEJIMLMHCKUX OTBOAOB (M/0) y /IOHOPOB ObLIM: BbISBJIEHUE Map-
kepos remorpancmuccusnbix undexuuit (I'TH), nanuune I'TU B ana-
MHe3e, COMAaTHUYecKasi MaTOJOrUs, BHECEHHas B HepedeHb abCOMIOTHBIX
nporuBonokasanuil K goHopctBy. OCHOBHBIE IPUYMHEI BpEMEHHBIX M/O:
HUSKUH ypOBEHb reMOrJI00MHA, BAKLIMHALMS, COMATUYeCKasl NaTosorus,
MMeoLas BpeMeHHble IPOTUBONOKA3aHus K JOHOPCTBY. VI3 HanosxkeHHbIX
25492 m/o abconrorubimu saeasauck 4659 (18,28%), orHocurensHbIMU —
20833 (81,72%). B crpyxrype noHopos ¢ M/o npeobaanaiy HepBUUHBIE
nonopst (71,1:7,9%). 3a nepuon 2017-2019 rr. crarncruyeckn gocrosep-
Hasl PasHMLA B FOOBBIX MOKA3ATENSAX CPEM BPEMEHHBIX M MOCTOSHHBIX
m/o He BoisiBiena (noas m/o 13,89:0,77%), ognaxo B nepuon 2020-2022rr
KOJIMYECTBO HaKJaAblBaeMbix M/0 Bospociao Ha 24,9% wu cocrasuna
17,36+0,78%, uro cBsazano ¢ Buegpennem MVC B npouece megunuackoro
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ocsuserenbcTeoBanus. [lpu ananuse scex M/0 BIsiBAIeHO, uTO 10 MHOP-
mauuu, copepsxaeiics 8 MVC, nononnurensto nanosxeno 673 abeomnior-
nbix u 4063 Bpemennbix m/o. Cratucruuecku nocrosepo uaue (p<0,01)
abcosoTHBIE M/O HaKJIaAbIBAINCH peryaspHbim goHopam (62%, 405 ge-
JI0BeK M3 673) ¢ TaKMMM NATOJOTUSMH, KaK FMIEPTOHMYecKas: 6ose3Hb
(64%), xponuueckue sabonesanms B cragum paexomnencauuu (18%),
6ponxuanpuas actma (12%), snunencus (3%), snoxauecTBeHHbBIE HOBO-
obpasosanus (3%). B crpykrype oTHOCHTEbHBIX MEAULIMHCKUX OTBOOB
OCHOBHBIMM MPUYMHAMM OTBOAOB CTajJu OBOCTPeHUs XPOHMYECKUX 3a-
6onesanuii (30%), onepaTuBHble BMelaTe bCTBa, yaadeHue syba (28%),

OPBMU (24%), ctatncTrueckn 1OCTOBEPHO Yale M/0 HAKJIaAbIBAJINCh TAK-
>Ke Ha peryJsipHblx foHopos (75%, 1ro cocrasuio 3047 yenosex ns 4063).

3axaouenune. BoisBieHHble 0COOEHHOCTM TNPU MCHONb3OBAHUU
pernonanpnoit MUC noareepxpamoT akTyanabHOCTH BONPOCOB COBEp-
LIEHCTBOBAHUSI MeJ. OCBMAETEIbCTBOBAHUS, CNOCOOCTBYIOT CHUSKEHUIO
puCKa HaHeceHMs Bpeaa 3foposbio foHopy. CoBmecTHOe mcHonb3OBa-
uue EJII1 u MUC cnocoberyer Gosee TuiarensHomy oT6opy AOHOPOB,
CBOEBPEMEHHOMY HAJIOKEHUI0 M/0, ABasoTCs 3P PeKTUBHBIMU UHCTPY-
MeHTaMM B PyTHHHOH NMpaKTUKe Bpaua TpaHCQy3uosora Mpu AOMyCKe
K JIOHATIMH.

Morteiko E. B., Kupuenko A. H., Kyctrosa [1. B., Tept T. H., Jlennsten WU. B., Yenenckas O. C., Kapsaruna E. B., LLlysaes B. A., Bonowwun C. B.,
Cupopkesuy C. B, Maptbitkesuy M. C.

V3YYEHUE MY TAIIMIOHHOT'O ITPO®UJIS BOJTBHBIX OCTPBIMUA MUEJOUTHBIMU JTEMKO3AMU
C RUNXI::RUNXITI 1 CBFB::MYH11 METOJIOM NGS

DIBY «Poccurckuit Hay4HO-MCCNE[OBATENLCKIMA UHCTUTYT reMaTonorun 1 Tpaxcdysmonorun OeaepansHoro MeanKo-6roNOrMIECKOro AreHTCTea»

Beenenne. Octpoie muenonpusie neiixosst (OMJI) ¢ yuactuem ocros-
Horo caspBatommero paxropa (CBF) cocrasasior no 12-15% Beex cayda-
es OMJI 1, HecMOTPS Ha IPUHAJIESKHOCTD MO KJAacCUPUKALUAM K IPYII-
e 61arONPUSITHOrO IPOrHO3a, UMEIOT FeTEPOreHHOE TeueHUe U TPUMEPHO
y 40% Taknx nauneHToB HabIOAAETCS PELUAMB.

Iens paGorer. Vayuuts monexynspHuo-reneTndeckuii mpoduns ma-
unentos CBF-OMJI ¢ ncnonbsoBanmnem meTosa BEICOKONPOM3BOAMUTEb-
noro cexsenuposanust (NGS) u ouennTs BansHMe MyTaunii Ha IPOrHOS.

Marepuanst u meronst. Vccnemosano 46 Goabusix CBF-OMJIL
Hsapuars yetsipe Gonbubix ¢ t(8;21) u 22 nauuenra c inv(16), megnana
Boapacra coctasuia 40 net (18—60 net). [Ipobsr anannsuposann merogom
NGS na npu6ope MiSeq (Illumina) ¢ ucnoabsosanuem TapretHoit nane-
s u3 118 renos.

Peayabrars: u o6cyxaenue. Y 6onpapix OMJI ¢ t(8;21) obuapysxenst
60 myrauwuii, ¢ inv(16) — 37 myrauunit. Bonee 2 pas naitnensr myraunn
B 21 rene. Opny u Gonee myrauuit BoisiBuan y 95,8% 6Goabubix c t(8;21)
n 95,5% naumentos c inv(16). B cpennem y 6onsusix OMJI ¢ t(8;21) naxo-
AnIM 3HaYUMO Gonbuie mytaunii, uem y naunentos OMJI ¢ inv(16) — 2,6

Puc.

nporus 1,9 myrauun, coorsercrsenno (p = 0,04). ¥ Gonbueix OMJI
c t(8;21) myruposannt 41 pasauunbix rena, ¢ inv(16) — 19 renos copep-
xamu myrauun. Y 73% Gonpueix ¢ t(8;2]) 6b1am o6HapyskeHb HOMOIHU-
TeJIbHble XPOMOCOMHBIE NIEPECTPOHKM — B OCHOBHOM IOTEps II0JOBOM
xpomocomsl (-X/-Y — 86-x), delOq) — y 2 6-x, +8 — y 1 6-0it; y 69%
GoabHbIX C inv(16) He BBLIO OMOTHUTEIBHBIX XPOMOCOMHBIX abeppanuii,
y ocranbubix Haxopunu — +22, +8, del(17q), t(3;11). Myranuu 8 RTK/
RAS curnansubix mytsx 6su1n Hanbosiee pacnpoCTpaHeHHbIMU COBBITHSI-
mu npu asyx Tunax CBF-OMJI, ¢ nauboublueii uactoToif Betrpeyaemoctu
B NRAS+KRAS (26,1%), KIT (19,6%) u FLT5 (4,3%). dnsa 6onsasix OMJI
c t(8;21) naiipennl Mmytauuu B renax snurenetndeckoit perynaunn ASXLI
(16,7%) n EZH2 (4,2%), merunuposanus [JHK — DNMT5A (4,2%),
rkommuekca koreauun — RAD21 (8,3%) u SMC3 (8,3%), MGA (16,7%),
BoOBJsIeueHHbIH B curnaasaeii myts MYC, SH2B3 (8,3%), SETBPI (8,3%),
koropeie orcyrcrsoBaau npu OMJI ¢ inv(16). ¥ nauuentros ¢ OMJI
c inv(16) abeppauuu reHoB BoBJeueHHBIX B MOAU]UKALMIO XpOMATHHA
6butn pepkumu coberruamu (8 rene ASXLI — 0%), kax n myTanuu oTHO-
CSALIMXCS K KOMILIEKCY KOTe€3UH, KOTOPbIE OTCYTCTBOBAJIM BO BCEX CJLydd-
ax. ¥ 45,7% naumentos ¢ CBF-OMJI BoigBiensl myTanuu B reHax, akTh-
BUPYIOLIMX CUTHA/IbHbIE Iy TH. Vsy4eHne nporHocTr4eckoiil 3sHa4MMOCTH
AaHHBIX MyTalM MOKAa3as0 3HAUMMOE yBeJUUYeHHe PUCKA BOSHUKHOBe-
HUS pelMAMBa y OOJNBHBIX 110 CPABHEHMIO ¢ MauueHTamu 6es myraumit
(Me 11,3, =14,2 mec. coorsercraenno; p=0,046). Y Gonpubix ¢ myranms-
mu B rene K/T GespenuauBHas BHIXKMBAEMOCTD ObLIa 3HAYUMO XYIKe, deM
y 6onbHbIx 6e3 myranuu (p=0,031).

3axuarouenne. [larnentsr c OMJl ¢ RUNX/::RUNXITI v CBFB::AYHI1
MMEIOT TeTepOoreHHblil MOJIeKy IsIpHO-reHeTeckuii npoduas. MyTtanun
B renax N/KRAS, KIT w FLT5 nanbonee 1acro Bcrpeuatorcst npu CBF-
OMJI u HebnaronpusATHO BAMSIOT Ha Oe3PELNAMBHYIO BBIXKUBAE€MOCTb.
Ucnonbzopanne NGS mossonser uayuyuTh MyTanuMOHHBIH Tpoduib
Goabubix CBF-OMIJI u apasiercs Ba>kHBIM MeTOROM CTpaTUdUKalUM
Ha NPOTHOCTMYECKUE TPYyIIbl PUCKA U MOUCKA HOBBIX MUIUEHeH s ad-
dbexTuBHO TapreTHOl Tepanuu.

Hemuenko U.C., Upi6a H. H., Typkuna A. T, Yensviweea E. 1O., Menuksn A. J1., Kospuruna A. M., O6yxoea T. H.
JIUATHOCTUKA U JEYEHUE PEJIKNX MUEJOUIHBIX/JINMM®OUTHBIX HOBOOBPA3OBAHU C ITEPECTPOMKOWM T'EHA PDGFRB

OIBY «HMUL rematonorumns Munsapasa Poccun

Beenenne. Knonanbnas npupona runepaosnHopuabHbIX COCTOSHU
noarsepskaaercs npumepto B 10% ciyuaes, GONBIIMHCTBO U3 KOTOPBIX —
70% — npencraBnenst nepecrpoiixoit rena PDGIRA. Tlepecrpoiika rena
PDGFRB obuapyxusaercsa y 15% nauuenros. Coyeranue anomanuii 06o-
ux reHos He onucano. Vssecrno Gonee 30 renos-mapruepos PDGFRB.
Haub6onee wacro sbissasiercs tpancaoxauus t(5;12)(q31-33;pl3) ¢ 06-
pasosanuem caurHoro rera ETV6:PDGERB. Ilpu PDGFRA- n PDGFRB-
HO3UTHBHbIX HOBOOOPA3OBAHUAX OXKHUAAETCS BHICOKAs 1Y BCTBUTEIBHOCTD
K TapretHoii repanuu umaruaubom (VIM).

Iear pa6orbr. O6006mUTD faHHbIE AMATHOCTUKY U JIeUeHU s Tal{ieH-
toB ¢ PDGFRB-n0o3uTuBHBIMU HOBOOOPA3OBAHUSAMHU.

Marepuanbt u meropst. Obcaenosanbl 126 nauneHToB ¢ runepso-
3I/IHO(1)I/IJ'H/IeI‘/'I, Y KOTOPBIX ObliIa MCKIIIOYEeHA nepecrpoiika rena PDGIRA.
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Iepecrpoiika rena PDGFRB onpepensnace asymsa meromamu: po 2014
roga y 85 mauMeHTOB BBINOJHEHA KaueCTBEHHAs OOPaTHOTPAHCKPHII-
rasHaa moaumepasHas uenHas peakumsa (OT-IILIP) nna soiasaenuns
rpauckpunrta E7V6::PDGFRB; ¢ 2014 rona y 41 nauuenrta metopom duy-
opecuenTHoit rubpuansauns i stu (FISH) onpenensnacs nepecrpoiika
rena PDGFRB/5q31-33. Cpentee Bpemst 10 MOJIEKYISPHOTO HOATBEPIK /e~
HUS AMaTHO3a cocTaBuio 12 mecsues (mec) (2-264).

PeayabraTst u o6cysxaenune. Anomanaus rena PDGFRB o6uapyskena
B 9 ciyuasx: 6/41 (14,3%) meronom FISH, 3/85 (3,5%) meromom OT-ITLIP.
¥ 7 139 nauneHTOB BHINOJIHEHO CTAHAP THOE IUTOTEHETUYECKOE NCCIIE/I0BA-
Hue KocTHOro moara. Anomanauu 5q31-33 soisienst B 5 cayyasx; B 2 abep-
pauust xpomocombl 5 Obina unrorenernvecku ckpoiroil. Cpennuii Bospact
Ha MOMEHT IIOCTaHOBKY Anarnosa coctasisit 46 ner (17-59), mysxoxen=7:2.



Bocemb naunentos nonyyanu repanuio VMM 400 mr B cytku, onun — 100
MT B CyTKM B TedeHue 4 siet us-3a nosaueii auarsoctuxu. [lonnsiii rema-
ronornueckuit orser (III'O) mocrurnyr y 6 naunenros (62,5%). s nux
y 3/3 nanuenTos nosyuen nonusiii nurorenerndeckuii orser (ITLO) nocae
3 mec nevenns IM. Monexynspustit orser (MO) nonyuen y 3/4 (76%) na-
uuenTtos depes 6, 9 u 60 mec. npuema VIM. B nocaeanem ciryuae MO ne 6611
nocrurnyt uepes 48 mec na gose IM 100 mr/cyTxu; nocne yseauuenus
no3bt 1o 400 mr/cyrku MO nocturnyr yepes 9 mec. Cpepnsist npogosnku-
rensnocts npuema UM — 25 mec (2-105). Tlepuon nabmopenus 3a nanu-

entamu c [1I'O na done npuema UM — 48 mec (18-105).

Mpunoxenne 1

3axmouenne. Muoronernuit onsir guarnoctuxku peakux PDGFRB-
HO3UTHUBHBIX HOBOOOpasosanuil nokaseBaet, uro FISH aBnserca onru-
MaJIbHBIM METOAOM BblsiBiIeHus nepectpoek rena PDGIFRB, u ero cnenyer
NPOBOAUTL y TAIIMEHTOB C TUTEP303MHOPUINEll, HErATUBHON TIO Mepe-
crpoiike rena PDGFRA. dddextusnocts tepanuu UM npu PDGFRB-
MO3UTHBHBIX HOBOOOPA3OBAHMSAX B KaXJAOM C/ydail MHAMBUAYAIbHA,
U, BO3MOKHO, YaCTUYIHO onpezesiercs: reHom-naptaepom PDGFRB. [losa
WM nomxna cocrasaars 400 mr B cytku. B ciyuasx nempocrarounoit ad-
dextusnoctu UM caepyer 06CyauTh BO3MOXHOCTD aJIIOTEHHOM TPaHC-
[JIAHTALMU CTBOJIOBBIX KJIETOK.

Hecreposa E. C., 3eoHkos E. E., Kospurina A. M., O6yxoea T. H., Buaepmat b. B., Cyaapukos A. B., Mavracapoea 4. K., Maromeposa A. Y.,
Cmonsbsnutoea A. K., Kynukos C. M., Maposuutukosa E. H.

TEHETUYECKWE ®AKTOPEI, BJIUSAIONAE HA PE3YJILTATBI JEYEHU S 362 BOJTBHBIX GOJUIMKYIISIPHON TUMDOMOM:
24-JIETHAN OIBIT HMUL] TEMATOJIOT AN

PreyY «(HMULL rematonoruun» Munsgpasa Poccum

Beenenwe. Donnuxynspuas aumdoma XapaKTepU3yeTcs
B OOJIBIIMHCTBE ciydaeB MHAOMEHTHEIM Tederuem. Y 20% GONBHBIX HA-
6aropaercs arpeccusHoe Tedenue onyxoau nopobuno JIBKKJL B roxe
BpeMsl y Ka)k/I0ro MSTOro NalyeHTa CPeAH WH/OJIEHTHbIX CJLyd4aeB I10CIe
] nMHUK TepamuM AOCTUTAETCS KOPOTKAsl PEMUCCHUS C MOCJIEYOLMMU
MHO>ecTBeHHbIMU peunauBamu. Onyb6ankoBaHbl efMHNYHBIE cOObLIe-
HMs, yKasblBalollMe Ha naroreHetuueckue pasiauuus rpynn t(14;18)—
DJI u t(14;18)+DJI, xoTopsie nexar B ocHose reteporennoctu OJI.

Iens paborer. Onpenenuts Bausuue t(14;18) na npornos MJI u oue-
HUTH 5 PeKTUBHOCTL MPUMEHSEMBIX MPOTOKOJOB JeYeHUs] B TePariu
B cpaBHuBaembix rpynnax (t(14;18)+/-), nposectu ananus ciyuaes Head-
dexTuBHOCTH JeuenUsL.

Marepuanbl 1 MeToAbl. B peTpoCcneKTHBHO-IPOCNIEKTUBHOE HC-
cneposanue, nposenernoe ¢ 2001 r. mo 2022 r. 8 HMUILI remaromno-
MU BKJIIOYEHO 362 GOJBHBIX C srepsble auarnocruposannoit MJI 1-3A
u.r. Crparudukanuio Bcex ciyvaes Ha TpyNNbl pUCKA MPOBOAMIM

¢ ucnonaszoanuem FLIPI u PPI3
(Personalized Predictive Index).
IluroreHeTnyeckoe wuccaegOBaHME
BbInOJAHEHO B 265/362 (73%) cnyua-
ax. Tpancaokauuo t(14;18) onpene-
asun meropom CLIN wnu FISH.
Peayabraror m obcysxaenne.
I[aruneruss, 10-netuss u 17-ner-
usss OB 362 Goasubix DJI cocra-
Buna 88, 76 u 58% coorBercTBeHHO.
[aruneruss, 10-netasas u 17-ner-
usass BCB 362 6oapubix MJI cocra-
Buna 68, 45 u 20% cooTBeTcTBEHHO.
Mennana wabmonenus 92 (1-251)
mecsua. C yuetrom npoBeseHHOro
L' ananusa 6bu chopmupoBansr
ABe TPYNIbI GOJBHBIX: ¢ HATUUUEM
t(14;18) (2=196/362 (54%)) u orcyr-
creuem t(14;18) (2=69/362 (19%)).

I'pynna6es LII" ananusa (2=97/362 (27%)) us ananusa uckmaodena. B rpyn-
ne t(14;18) DJI pocrosepHo yalne BCTpeyanuch Takue HebiarompHUsITHBIE
dakropst kak: 3A uuronornueckuii Tun (p = 0,003), Ki67>35% (p=0,001),
soicokuii puck no PPI3 (p = 0,008). Pacnpenenenne nanuenros na rpyn-
nbt pucka no FLIPI ue BoisiBuno pasnuuuit mexay rpynnamu (p=0,84).
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INopaskenue xocTHOro mosra Berpeyasocs gocrosepHo vatue npu t(14;18)+
@DJI, uem npu t(14;18)— DJI (p=0,002). B rpynne t(14;18)+ DJI 2-ner-
usg OB na tepanun R-B cocrasuna 100% (p=0,2), za R-CHOP — 93%
(p=0,0001), na R-CHOP-R-DHAP — 100% (p=0,02), na R-CHOP-R-
DHAP-ayto-TCKK — 100% (0,003). Asyxnetnsas BCB na repanuu R-B
cocrasuiaa 85% (p=0,0001), na R-CHOP — 87% (p=0,0001), na R-CHOP-
R-DHAP — 90% (p=0,02), na R-CHOP-R-DHAP-ayTo-TCKK —100%
(p=0,0001). B rpynmne t(14;18) — DJI pesynbraTsl 0kasanuch Cy1eCTBEHHO
nke: asyxaetHsss OB na repanun no cxeme R-B cocrasuaa 80% (p=0,2),
na R-CHOP — 80% (p=0,0001), za RCHOP-R-DHAP — 55% (p=0,02),
na R-CHOP-R-DHAP-ayto-TCKK — 85% (p=0,003). dByxnernss
BCB na tepanuu R-B cocrasuna 48% (p=0,0001), na R-CHOP — 60%
(p=0,0001), na R-CHOP-R-DHAP — 40% (p=0,02), na R-CHOP-R-
DHAP-ayto-TCKK — 75% (p=0,0001).

3axmouenue. DJI ¢ t(14;18)+ sBasercs naubosee GrarompusTHHIM
sapuantom DJI no cpasuenuto c t(14;18)— DJI, npu koropom onpasran
puck-apantuposannbiii noaxon k tepamuu. DJI ¢ orcyrersuem t(14;18) -
nporuoctuuecku Hebnaronpusthbiii Bapuant ®JI, npu koropom y 48-60%
GOJbHBIX Pa3BUBAIOTCS PAHHUE PELUAMBBI/MPOrPECCHU HA CTAHIAPTHBIX
cxemax sedenust. Y 30% GonpHBIX IPU NPMMEHEHUU BHICOKOLO3HOMN Tepanuu
+/ayTo-TCKK npomomxator ciyuarscst paHHHE penmanBBI/IPOrpeccuy,
4TO AUKTYET HEOOXOAMMOCTS PUHLMITHAJIBHO HOBBIX MO/IXO0B K TEpanuH.

Tabnuua 1. Xapaktepuctuka rpynn t(14;18)+/- ®J1

H14;18)+ H14;18)-
MNapametpel (n=196) (n=69) p
y 106/196 (54%): 41/69 (59%):
X/m 90/196 (46%) 28,/69 (41%)
Meauara eospacra 52(30-80) 53(32-81) 0,87
(romsl)
1-2 u. Tun 136/196 (69%) 23/69 (33%) 0,008
3A . Tin 60/168 (31%) 46/69 (67%) 0,003
Bulky 99/196 (51%) 25/69 (36%) 0,32
Cronua ;‘Iffl\\?" Arbor 173/196 (88%) 60/69 (87%) 0,96
TIAT ssiwe HopManshix 59/196 (30%) 29/69 (42%) 0,34
3HAYeHUn
Mopaxekne k/m+ 126/196 (64%) 24/69 (35%) 0,002
Kopotkuit aHamkes o o
Fronce 7 moc) 101/196 (52%) 40/69 (58%) 0,59
Ki67 >35% 47/196 (24%) 44/69 (64%) 0,001
B-cumnromsi+ 116/196 (59%) 38/69 (55%) 0,94
PPI3 Bbicokmit puck 42/196 (21%) 40/69 (58%) 0,008
FLIPI BbicoKuit puck 110/196 (56%) 41/69 (59%) 0,84

TprMeyaHme: X/M — COOTHOLIEHNE KEHILMHbI : MyX4MHbI, Li. TN — LIUTONOTUYECKMH TUM, K/M — KOCTHBIA MO3T,
NAI — naktataerunporexesa.

O6yxosa T. H., Conoebes M. B., Conoesesa M. B, [pubanoea E. O., Yabaesa lO. A., Epwos A. A,, Ceitpanuesa K. P, Tankuna H. J1.,
Mamaesa E. A, Pextuna U. T, Tansueea U. B, Kynukos C. M., Mengeneesa J1. .

III/ITOI‘EHETI/I‘IECKI/H/UI PUCK Y BOJIbHBIX BIIEPBLIE HHAFHOCTHPOBAHHOﬂ MHOKECTBEHHO! MUEJIOMON
DIBY «<HMUL rematonorumns Munaapasa Poccun

BBenenne. IlokasaTenn BbDKUBAEMOCTH OOJBHBIX MHOMECTBEH-
Hoit muenomort (MM) u3 rpynmbl BEICOKOrO LMTOrEHETHYECKOTO PUCKA
no-npexcHemy ocratorcsi kpaiine nuskumu. FISH asasercs manbonee
IIMPOKOJOCTYIHBIM ¥ IIPUHSTBIM B KJIMHUYECKOH NPAKTUKE METOLOM
crparuduxaunn pucka npu MM. Opnako onpejeneHue napameTpos,
XapaKTEPU3YOLINX BBICOKMI PUCK, OCTAETCS CIOPHBIM. B mexxaynapon-
uble cucrems! craguposanust (R-ISS, R2-1SS) u crparuduranuio puc-
xa mSMART BxiioueHBl pasivuHble LUTOrEHETHYECKHE HApPYLICHUS;
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[0 Pe3y/bTaTaM OAHOLEHTPOBBIX MCCJIEAOBAHUN (PAKTOPAMU BBICOKOTO
PHCKa PACCMATPUBAIOTCS U APYTHE AaHOMAJMY; HE CYIIECTBYET pOpMaJIb-
Horo onpepenenus MM csepxBricokoro pucka.

Heas paborbr. Ouenuts nokasarenu obmeit Boixusaemoctu (OB)

u BbikuBaemoctn Ges nporpeccuposanusa (BBIT) y Gonbubix Briepsbie
auartoctuposanHol MM ¢ wnesbio onpeneseHHMs LUTOreHETHYECKUX
($aKTOpPOB BHICOKOTO M CBEPXBLICOKOIO PUCKA.

Marepuanbt u meToasl. B ucciaenosanue raouens 506 6onbHbIX
(Me Bospacra 58 (28—-83) net), KOTOpBIM 32 MEPHOA C -
kabps 2013 no urons 2023 r. 8 HMUILL remaronoruun ycra-
HosJseH auarnos MM u nposeneno neuenue. Beem Goub-
HBIM 10 HauaJia gedeHus Boinoaneno FISH-uccnenosanue
CD138* kneTok xocTHOro mosra ans seissiaenus t(11;14),
t(4;14), t(14;16), t(14;20), t(6;14), mHosxcecTBEHHBIX TPUCO-
muii, dell3q, dell7p/TP53, amplq2l, dellp32/CDKN2C,
t8q24/MYC. YBenuuenune xonuitnocru noxyca 1q21 pas-
pensnu Ha aynaukanuo (dup, 3 konun) u amnauduka-
o (amp, 4 u Gonee xonuit). Unaykunonunas repanus
nposoauaach 6Goprezomub-coepKaUMU  Kypcamu,
ayto-TT'CK seinonnena 172 6onbubim (34%). Me naburo-
nenust — 25 mec.

PeayasraTel u obcysxaenue. Ilo pesynbratam ogn-
nHodakroproro anaausa noxasareneit OB u BBII 06-
Hapy>KeHbl CTATUCTUYECKM AOCTOBepHble (PAKTOpPHI
BeicoKoro pucka (puc. 1), koTopbie nasee ObLIM BKJIIO-
yensl B mMHorodakTopHbii ananus. llo pesyabratam
MHOro(aKTOPHOrO aHaIM3a ONpe/eeHbl He3aBUCUMBbIE
daxropst Boicokoro pucka: aas OB — t(4;14) (OP=1,72
(0,962,97), del17p/TP53 (OP=2,08 (0,90-2,87), p=0,002),
amplq2l (OP=2,69 (1,19-4,03), p=0,0006), dellp32
(OP=1,69 (0,99-2,70), p=0,04) u t8q24/MYC (OP=2,05
(1,14-3,45), p=0,011); nns BBII — t(4;14) (OP=1,45
(1,42-14,78), t(14;20) (OP=4,59 (1,42-14,78), p=0,01),
dell7p/TP53 (OP=1,67 (1,15-2,37), p=0,0051), amplq21
(OP=2,05 (1,42-2,86), p<0,0001), dellp32 (OP=1,69
(0,99-2,70), p=0,04) u t8q24/MYC (OP=1,430 (0,97-
2,04),p=0,058). B saBucumoctu ot konuvectsa pakTopos
BBICOKOT'O PHCKa, OMpPefeeHHbIX TPU MHOropaKTOPHOM
ananuse, 611 cOPMUPOBAHBI 3 IPY MBI CTAHAAPTHO-
ro (2=285, 64%), Beicokoro, 1 anomanus (=127, 29%)

U CBEPXBBICOKOTO pucka, 2 u Gosee anomanuit (2=33,



7%). Ilpu conocraBnennn nokasarenett OB u BBII nonyuenst nocro-
BEpPHBIE PA3JIM4KS B Py NIaX CTAHAAPTHOTO, BBICOKOI'O U CBEPXBBICOKO-
ro pucka (puc. 2). lns OB B rpynne Boicoxoro pucka OP=2,00 (1,21-
3,31), B rpynne ceepxsbicokoro pucka OP=5,15 (2,94-8,99); nnsa BBIT
B rpynne soicokoro pucka OP=1,62 (1,22-2,15), B rpynne ceepxBbico-
koro pucka OP=2,93 (2,00-4,29).

Mpunoxenne 1

3axiouenne. [lo peayabratam Halero nccse0BaHms HAJIMYNE AHO-
mauuii t(4;14), t(14;20), del17p/TP53, amplq2] (4 u 6onee xonuit), del1p32/
CDKN2C u t8q24/MYC siBnsiorcs He3aBUCUMBIMU PAKTOPAMU BBICOKO-
ro pucka MM. Couerannoe BoisiBieHne nByx 1 60s1ee GaKTOPOB BEICOKOTO
pucka mossoussiet crpatuduuuposars 6oapupix MM B rpynmy ceepxsbi-
COKOr'0 PUCKa [J1s IIOUCKA OITUMAaJIbHON CTPATErNH JIEYeHU L.

Oranuucan A. A, fiyamna I. A, Mabyazape Y. K.

CPABHUTEJIBHAS 9O®EKTUBHOCTD ITPOIPAMM NHL-BFM-90 I R-CHOEP ¥ BUY-MHOUIPOBAHHBIX [TAIIMEHTOB
C JIUM®OMOM BEPKUTTA

MKHL, um. A.C. [lorunosa

Beenenune. Bonbneie BUY-undexuumeii mmeroT NOBBIEHHBI PHCK
PasBUTHUS 3JOKAYECTBEHHBIX HOBOOODPA3OBaHMI MO CpaBHEHMIO ¢ OOueit
nonynauueit. Orxugaemas IPOJOIKUTENBHOCTD XKUSHU MALUEHTA, IOJLY-
vatoutero antuperposupycHyto repanuio (APT) ¢ BUY-undexuwueii, s na-
crosiiee Bpems cocrasisier ot 60 1o 75 seT, HO OHa BO MHOTOM 3aBHUCHT
or xkonmuecrsa CD4-nosutnsubix k1eTok npu nocranoske guarnosa BIY,
KOMIIaeHTHOCTH NMalueHTa. B Hacrosiuee Bpems puck 3aboneBaHns HeXo-
mxkuHcKoit mumdomoit ipu BUY-undexuun, ve cmoTps Ha mpumenenue
nepcoHanuaupoBanHoii Bbicokocnenuduunoit APT, coxpansercss B 11—
200 pas BbllIe, YeM y MMMYyHOHEKOMIIPOMETHPOBAHHBIX NauueHToB. K 75
ropam KymyastusHas sabonesaemocts HXJI y BUY-undunuposannsix
GompubIx cocrasaser 4,4% no cpasuenuo ¢ 0,01% y we undunuposannbx
BUY. Xponnveckas akTBaLMs B CO4ETAHNN C UMMOPTAIN3ALUEN KIIETOK,
BbI3BaHHOU Bupycom Omwreiin-Dappa n HapymenHoll perynsuueii mect-
HOM MMMyHHOM CpeZIbl, IPUBOASIIYE K MHBEPTUPOBAHHOMY COOTHOILIEHHIO
CI4:CA8 — denoTHIy MMMYHHOrO pUCKA, CBA3AHHOMY C M3MEHEHHOMN
UMMYyHHOI (yHKIMeHl M XPOHMYECKMM BOCTIAJIeHWEM, B 3HAYUTENBHOM
crenenu cnocobeTBy 0T cenuduxe BosHukHOBeHust tumdonm. [lokasarean
BI/ILI-HH(beKLmH — nuskuii yposens CD4" u BbicoKoli BUpyCHOU Harpys-
xku (BH) asnsiorcs meratmsnbiMu daxTopamu, NpU MpOBEfEHUU TIPO-
rpammuoit xumuorepamuu Bl Y-accornuuposannbix aumpom. Jlumdoma
Bepkurra (JIB) siBnsiercs opum us naubosee yactoix aumdonponudepa-
tusnbix BlIY-accounnposanusix sabonesanuii c 6osee He6IarONpUATHBIM
nporHoszom o cpasrenuio ¢ auddysnoit B-kpynHokaerounoit mumdomoi.

Iens paGoTsr. Cpasrenue ToxkcnunocTu u 3¢ heKTUBHOCTH TPOTOKO-
108 NHL BFM-90 u RCHOEP 5 neuenun JIB y BUY-unduunposanusix
nauuenTos 3a nepuog ¢ 2012 no 2022 roga.

Marepuanst u meroast. 3a nepuog ¢ 2012 no 2022 r. B remarosnoru-
ueckom oraenenuu ['BY3 MKHII um Jlorunosa JI3M Bcero npoananu-
suposaHbl peayibrarsl jedenus 32 BIIYunduuuposanubix nauuenros
c numdomoit Bepkurra (JIB). -1 rpynna manuentos (c mporpammoii
RCHOEP ne menee 4 kypcos) — 18 nauuentos, 2 rpynna — (¢ Bbico-
xoposuoil XT no nporoxony NHLBFM-90) — 14 nauuenros. Meguana
Bospacra: 33 rona u 28 seT COOTBETCTBEHHO.

PeayabraTtel u obGcyskaeHue. 3-neTHas obwwas BbBIKMBAEMOCTb
(OB) ana nporpammbl R-CHOEP cocrasunu 46%, pas nporpammbt
NHL BFM-90 — 72%. Benepcteue TokcuuHOCTH, pasBuTtus bakrepu-
aJbHBIX U IPUOKOBBIX OCJIOKHEHUH C MOpa’KeHHUeM JIerOYHOH TKaHHU,
JKeJLyAOYHO-KMIIEYHOTO TPAKTA B IIEPBOM IPyIIle MEXXKYpPCOBblE MH-
TepBaJbl yAJIMHSAIMCE MaKcumabHo 1o 42 nueit. Bo Bropoit rpynmne
10 56 nueit. KonnvectBo nanneHTOB ¢ MOJHOCTHIO peann3oBaHHOM Npo-
rpammotii neuenus (6 xypco RCHOEP) cocrasuno 8 uenosex. C npo-
rpammoit NHL BFM-90 — 10 naunenros. Hasnauenne nocnenyromeit
JUHUU Tepanuu B 1-ii rpynne 6bu10 00yC/I0BIEHO MEPBUYHON pesu-
crerntHocTsio B 100% cnyuaes. Bo Bropoit rpynne: 2 nanuenra nepsuy-
Hasl pe3UCTEHTHOCT, 2 nanueHTa nporpeccuposanue BUYundexnun.
KonunvecTtBo oCnOKHEHMI TSAKEJIOH CTeNEHM He KOPPEIUPOBAIO
¢ BHIGOpOM BapuaHTa JedeHUs!, HO HAXOAMJIOChH B TIPSIMOl 3aBUCHMOCTH
OT AJUTEJbHOCTU BI/ILII/IHCI)I/ILII/IPOBB.HI/IFI, yposus CD4* JII/IM(i)OI_II/ITOB
Y BUPYCHOU HarpysKH.

3axaouenne. B nevenun JIb y BUY-unduuuposanupix namueH-
TOB BbICOKORO3Hast xumunorepanus no nporpamme NHL BFM-90 nmeer
npenmyuiectso no OB ¢ koHTpoMpyemMOoil TOKCHYHOCTBIO [0 CPABHEHUIO
¢ menee Toxcnunoi XT no nporpamme R-CHOEP.

Mepmukmn X. B, Bepxbuukas T. 1O, Llayp I A.

[TPOTHO3UPOBAHME NPUCYTCTBUS ETV6::RUNX-1 IIONOBHOTI'O ITPO®UJISI 9KCITPECCHUM T'EHOB C IPUMEHEHMEM AHTUTEHOB
CD27 1 CD44 Y IETEM C OCTPBIM JIMM®OBJACTHBIM JIEMKO30M 13 B-IMHENHEIX ITPEIIIECTBEHHIKOB

[AY3 CO O[IKb

Beenenue. VMmmynodenotun omyxoneBbiX KJIETOK y TalUEHTOB
¢ nanuuuem tpancaokauuun t(12;21)/(pl3;q22), Bemyweit k obpaso-
Banui xumepnoro rena E7TV6::RUNXI, xapakrepusyercss Hanumduem
akcnipeccuun anturena CD27 u cuumkennoii, aubo orcyTtcrTByoueit,
axcnpeccueil anturena CD44. Panee 6bi10 moxasano, 4ro Haandue
cneunduueckoro aas rpancioxauuu t(12;21)/(pl3;q22) ummynode-
notuna CD27+CD44s npu orcyrcreuu camoii rpancnokauun t(12;21)/
(p13;q22), moskeT BBITH ACCOLMMPOBAHO C HOBOH MOJIEKYJSPHO-IeHe-
tuueckoit noarpynnoit BIT-OJIJT — OJIJI ¢ ETV6::RUNXI-nopobusim
npoduiaem skcnpeccuu reHos. JlaHHas MosekyJsipHOreHeTHYecKas
noarpynna Gblia NpeacraBleHa B KJIacCU(PUKALMU BCEMUPHOH opra-
Husanuu sapasooxpanenus B 2022 rony. Ona BcTpeuaercs MeHee, 4em
B 1% cayuaes BII-OJIJI y nereil, u ans ee BblsiBIeHUS HeOOXOAUMO
[IpUMEHEHNE BBICOKOTEXHOJIOTUYHBIX METOJLOB UCCJIEAOBAHUS, TAKUX
KaK TPAaHCKPUITOMHOE MJIM 3K30MHOE CeKBEHMpOBaHue. BBuay Hus-
KOi1 pacnpoOCTPaHEHHOCTH U BHICOKOH CTOMMOCTH MCCJIeA0BAHUS, HEOD-
XOAMMa ONTHMU3ALUS AJITOPUTMA IOCJELOBATENbHOTO IIPUMEHEHUS
AMAarHOCTUYECKMX TeXHOJIOTUH [JIs BBIABJIECHUS JAHHOM MOJIEKY IS PHO-
reHeTHYeCKOii MOATPY HIIbL.

Iens paGorer. Ompeseants BO3MOKHOCTb MPOTHOZUPOBAHUSI MPH-
cyrereust ETV6::RUNXI-nono6roro npoduns skenpeccuu reHoB ¢ Mpu-
menenuem anturenos CD27 u CD44 npu BIT-OJ1J1 y perei.

Marepuanst u metoapt. Viccnenosanue nposeaeno na 6aze TAY3 CO
OIKB r. Exarepun@ypra sa nepuon ¢ 2021 no 2022 r. [lpoananusuposan ma-
tepuan ot 437 naumenros ¢ BI1-OJ1JI B Bospacre ot 1 no 18 ner. [TpouentHoe
xonnyectso CD27 u CD44 nosutusHbIX Oy X0NEBbIX KJIETOK, & TAKIKE CPef-
nsist unTencusHocTs (ayopecueniu (MFI) 6bu1m conocrasnenst ¢ pegynbra-
TaMM MOJIEKY/ISIPHO-TEHETHIECKUX METOROB ncciaegoanus. Onrumusanus
MOPOTOBOrO YPOBHS [JIs1 ONPE/EIeHNs] IO3UTHBHON SKCIIPECCUM AHTUIE€HOB
CD27 u CD44 6bi1a nposesena ¢ nomoisio ROC-ananusa.

Peaynbrarsl u obcyxpaenune. Boito pokaszaHo, uto couetaHue mo-
autuBHOH axcnpeccun CD27 u cHuskeHHOM, 1160 OTCYTCTBYIOUIEH BKC-
npeccun CD44, npu orcyrersuu rpancaokauuu t(12;21)/(pl3;q22), acco-
nuuposano ¢ ETV6:RUNXI-nopobubim npoduiem sKCHPeCCHU TeHOB.
Coueranune nosutusHoit sxcnpeccun CD27 u cHM>keHHOH, mam orcyT-
crByoweil akcnpeccun CD44 nossonuno eeienuts us 437 nauuenros
14 xanpnparos Ha npuuenshbiil nouck £7V6:RUNXI-nopobuoro npodu-
as axcnpeccuu renos. Cpeau 14 kanaupaaros 6b110 0bHapyskeHo 3 ciyyas
c nepecrpoiikamu rena ETV6: ETV6::UBN2, ETV6::DDX47, neneunsa ETV6
u 1 nauuent ¢ nepecrpoiikoit IKZFI: IKZFI::TBRG, uro nosBonnio otHe-
CTH JAHHBIX MAIMEHTOB B IPYIIILY C ETV6:RUNXI-nonobusim npodunem
akcnpeccuu reHos. VlnTepecHoit Haxoakoii okasasocs 1o, uro cpeau 14 na-
LMEHTOB, 00C/IeJ0BAHHBIX METOOM CEKBEHMPOBAHUS HOBOTO MOKOJIEHUSI,

nomumo 4 cayuaes ETV6:RUNXI-nopobuoro OJIJI, Gbi1o obnapyskeno
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2 cnyuas ¢ nepecrpoiikamu CRLF2::P2RYS, 1 cnyuain CRLF2::IGH, 1 cny-
wait PIK5API:JAKZ2, 1 cnyyait EBFI::PDGFRB, 1 cayuait SSBP2::CSFIR,
4TO XapaKTEpHO AJISl WHOM MOJIEKyJSpHO-reHeTHYecKod rpymmsl BII-

OJIJT — BCR::ABLI-nopobusiii OJ1JI.

3akouenne. VcnoabsoBanue coueranus anturenos CD27 u CD44
MO3BOJIMJIO C BBICOKOI AMArHOCTHYECKOH 9peKTUBHOCTHIO TPOrHO3UPO-
Barb npucyrcreue E7V6::RUNXI-nogobnoro npoduis skcrnpeccun reHos
npu BII-OJIJ] y nereit merogom npoTouHON HuToMeTpuy.

Metposa A. H., LLyxos O. A., Yensiweea E. 1O., Hemuerko U. C., Beikoea A. B., Kysbmuna E. A., TypesHosa M. A, KoxHo A. B., Typkuna A. T.

®AKTOPBI PASBUTUA ITO3IHUX MOJEKYJIAPHBIX PEITUANBOB Y BOJBHBIX XMJI IIOCJTE OTMEHBI TEPAIIMN UTK
DreY «<HMMULU rematonorums Munsgpaea Poccum

Bsepnenue. [losanue peuuansnt y 60JbHBIX XPOHUYECKUM MUEJIOIEH-
xozom (XMJI) nmocse mpekpalienusi Tepanuu MHTUOGUTOPAMM TUPO3UH-
xunas (UTK) cocrasnsaior 10-12%. 3naunmeim dpakropom, Bausomum
Ha BEPOSITHOCTb Pa3BUTHs PAHHUX MOJIEKYJSPHBIX PELUAUBOB, SIBIISET-
cs npepmectsyomas aaureasHocts tepanuu VTK. Tlonck mocrynubix
bakTOpoB PasBUTHSI MO3AHMX PELUAMBOB SIBJASETCS Ba’kHOH 3ajauveit
[JsL BHesipeHUsl onuuu Habmionenust B pemuccun 6es sneuenust (PBJI)
B KJIMHUYECKOH IPaKTHKE.

Iens paGorsr. [lpenctaButs pakTopsl pasBUTHS MO3AHUX MOJEKY-
JISIpHBIX penuanBoB nocie ormensl repanuu VTK y 6oapabix XMJI B 1c-
caepoBanun RU-SKI.

Marepuanst n1 meropsl. B nccaenosanme RU-SKI Braroueno 98
Goabubix XMJI ¢ pnurensroctsio repanuu mobbsimu UTK 23 ner, ¢ ruy-
6okum monexyaspusim orserom (MO, BCR-ABLZ0,01% 1S) nnurens-

HOCTBIO 22 JICT. KPI/ITepI/IeM MOJIEKYJISIDHOT'O peuuavBa W IOKAa3aHUEM

Tabnnua. XapakTepUCTMKM MOLMEHTOB, BKIIOYEHHBIX B MCCNEaoBAHUE
$aKTOPOB NO3AHKX peunaneos nocie otmeHsl MTK

Bcero GonbHbix, n (%) 56(100)
Boapact Ha momenT otmenbl UTK, Me (ananason), ropsl 44 (24-80)
Mon: MyxXunHbl : xeHwuHbl, n (%) 28 (50):28 (50)
LnurensHocts Tepanum UTK Ha momeHT otmenbl, Me (ananason), rogsi 8,8(3-16,2)
MTK nepen npekpauieHnem neveHus:
Mmatuuu6, n (%) 38 (68)
WUTK 2 8 1-# nunmu, n (%) 8 (14)
UTK 2 80 2-#4 nvrmu, n (%) 10 (18)
Tny6uHa MonekynspHoro oTeeTa B TeueHue nepebix 6 mecsiues nocne otmersl UTK make. yposers BCR::ABL1%, IS):
MOS5 (weonpeaensemsiit), n (%) 23 (41)
MO4,5, n (%) 11 (20)
MOA4, n (%) 10(18)
MO3 (BMO), n (%) 12(21)

K BO30OHOBJIEHUIO JIEUeHUsI SBJISJIACH OTEPS] GOJBLUIOr0 MONEKYJISIPHOTO
orsera (BMO, BCR-ABL>0,1%IS). [Toaaaum moneKkynsapHbIM PeLUAMBOM
cuuranu norepto BMO na cpoxke Gosee 6 mecsaues (mec.) nocie npexpa-
meHus edenus. B kauecTBe TOukUM OTCUETA U151 AHAIU3A BBI)KMBAEMOCTH
6e3 norepu BMO u ouenku kymyastusnoit yacrorst cobbrruit (CIF) nc-
nosbzosaau 6 mec. nocse oxonuanus npuema VTK (6-mecsunbiit nena-
mapk). Muorodaxropubiit ananus nposopuiu metogom Koxca.
Peayabrars: u 06cysxaenne. XapakTepUCTHKA MAIIMEHTOB TTPE/ICTAB-
nena B tabn. Ilarbrecar cems npouentos (56 us 98) manumentos coxpa-
usin BMO k 6 mecsny nabmiofeHus nocsie OTMeHb! U ObLIM BKJIIOUEHbI
B anaaus. Y 8 (14%) us nux Bnocneacrsuu npousouuta noreps BMO
Ha cpokax ot 8 10 47 mec nocJsie OTMEHbI, 1 OHU BEPHYJIUCh K TEPATIMU TEM
sxe UTK, uro u no ormensr. ¥ 48 (86%) coxpaunsnacy PBJI. I1pu megnane
Haburonenus 6es repanuu 48 mec (273 mec) oT AaTbl 6-MeCSUHOTO JEH/-
mapka, BbixkusaemocTb 6es morepu BMO cocrasuna 92% (AU 86-99%),
89% (AU 8197%) u 84% (AU 73-94%) x 12, 36 u 60 mec. nabarogenus
coorsercrsenHo (puc. 1). He BoisiBneno pasnnuumii no sepostHocTy passu-
THS HO3AHUX MOJIEKY/ISIPHBIX PELUAUBOB B 3aBUCMMOCTHU OT IPEAIIECTBY-
fomeit gaurensnoctu tepanuu VITK. B rpynne GONIBHBIX, Oy YaBLIMX
repanuio VITK2 Bo 2 nuuuio Ha moment ormenst (7=10) no cpasuenuro
C Ipynmnod NauMeHTOB, MOLyuYaBIMX Tepanuio | aunuu (umatuHub
u VITK2, n=46), BepossTHOCTD pasBUTHS MO3AHUX MOJEKYJISIPHBIX peLU-
nusos cocrasuna 47% nporus 9% (p=0,019). danee nposenen ananus
B 3aBUCHMOCTH OT MakcumaJsbHoro yposust BCR:ABLI B Teuenue nepsbix
6 mec nocae ormensl. [lanuenros ¢ MO4, MO4,5 u MO5 ob6bepuauan
B l-to rpynny (MO4 u riny6xe, n=44) u cpaBHuaM C rpynnoii nauueH-
toB ¢ MO3 (norepeit MO4, n=12). B rpynne naunenros ¢ norepeit MO4
BbIABJEHA OoJiee BHICOKASI BEPOSITHOCTh PA3BUTHUS TIO3AHUX MOJEKYJIsp-
ubix peuuausos: 50% nportus 7% y Gonbubix ¢ yposuem MO4 u riy6xe
(p<0,0001) (puc. 2). ITpu muorodakropHom aHanuse sHauUMbIM PaKTO-
POM OKaszajach TOJbKO I1yOMHa OTBeTa B MepBble 6 Mec MOCJe OTMEHDI.
[lns ouenku BAUSHUS (i)aKTopa nu-
HMM TEpPaluy Ha BEPOATHOCTb pas-
BUTHS MO3JAHUX PELUAUBOB Tpeby-
ercst boJblIee YKMCI0 HADIIOLEHUIA.
3akiaiogenne. [losguuit moute-
KYJSPHBIA PeUMAUB I[POM3OLIE
y 14% 6Gonbubix. Onpepensiomum
HNpOTrHOCTHYECKUM (aKTOPOM pas-
BUTHS IO3AHUX MOJIEKYJISIPHBIX
PELMANBOB SBJSETCS MOTEPS IILy-
6okoro MO4 B TeueHue mnepBBIX
6 mec HabmiomeHus Oes Tepanuu.
MHTepecHO OTMETHUTD, YTO AINUTENb-
HocTh Tepanuu no ormenst MTK
He BJIMSIET HAa BEPOSITHOCTH Pa3BH-
THUS MO3/HUX PELUANBOB.

MNetposckuit 1. tO., 3openko B. lO., Monsuckas T. 1O., Kapnos E. E., Camnues M. C., Muwun I. B., Cageikoea H. B., Koponesa A. A,
lono6okos A. B., Kum A. 1O.

OHJIOITPOTE3NPOBAHUE Y BO3PACTHLIX ITAITMEHTOB C [TATOJIOTE TEMOCTA3A
DrBY «HMUL rematonorums Munsgpasa Poceunn

Beenenue. Ilepesombl npokcumanbHoil obaactu 6eapeHHoﬁ KO-
CTU Y MOXKUJIBIX MAIMEHTOB MOIYT BO3HUKATh Ja)ke B CjIydae He3HAuU-
TEJBHON TPaBMUPYOLIEH cuile. DTO 4Yalle BCErO CBSI3aHO C HANIMYHMEM
BO3PACTHBIX M3MEHEHMH B KOCTAX, ocreomoposa. [l/o moaproroska ra-
KHUX NAalMEeHTOB MMeeT CBOM OCODOEHHOCTHM M TPYAHOCTM, TaKMe Kak:
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KOMIIEHCAIMSI BO3MOXXHBIX CEPAEYHO COCYAMCTBHIX IaTOJOTUMH, nuaber,
BO3pacTHas aHued)anonaTI/m ¥ T.A. OTU NALMeHTHl JO0JbIIe HAaXOMSTCS
B CTAllMOHApe B 1/0 Mepuose, HY>KJAI0TCSl B IJIUTEJbHON pea61/1J11/1Ta.uI/n/1.
Xupyprudeckoe jedeHre NMEET CBOU 0COOEHHOCTH U TeXHUUYECKHe TPyA-
HOCTH. TpYAHOCTH YRJIMHSIOT ONEPATHBHOE BMELUATEIbCTBO, & 3HAUUT



Y MHTPAONEPALMOHHYI0 KPOBOMOTEPIO, UMOUBOUIIMIO TKAHUM U KPOBOTIOTE-
PH IO ApeHaXKaM.

Iens paGoTsl. Y gaHHOMN rpy bl NALMEHTOB MHOIOKPATHO BO3PACTa-
0T MOCJIeOonepAMOHHbIe UH(EKIMOHHbIE 0CTOXHeHus. B mepsoril mecsi
11/0 mepUOAa PHCK JIETAIBHBIX OCIOKHEHMI Bosdpacraer B 15 pas, B Teve-
Hue 2 mecsina B 7—10 pas. Beicoknii puck neransHocTH ocraeTcs Bech mep-
BBI IO/ TOCJIE MPOBEJEHHON apTPONIACTHKH.

Marepuansr u meronst. [IpuBenem knunuueckuii cayvait us Hamei
npaxtuxu. [lanuentka M., 99 nert, noctynuna B otpenenne ¢ guarnosom
3aKPBITBIM IIEPeJIOM IIeUKM NPaBOi 6enpeHHOf/’I KOCTHU CO CMEIIeHHUEM OT-
nomkoB. V3 aHamMHe3a USBECTHO, UTO B OBITY yHaJa ¢ BHICOTBI COOCTBEH-
HOro pocra Ha npasblit 6ok. [{nurenvHo Gecrokounu 6oau B aToM sxe
cycrase, 110 nooAy dero nocrosiHo nosnyvana HBIIC. Ilo stomy noso-
Ay y NalMEHTKU PasBUJach JIEKAPCTBEHHAsl TPOMOOLUTONEHNS-y POBEHD
tpombonnTos meree 130x10%/n. O6bexrusneiit craryc: [Ipu noctynaenun
COCTOSIHME MALMEHTKU TSDKEIOe; TeMIeparypa Tena 36,0 rp.; abIxaHue
BE3UKYJISpPHOE, CUMMETPUYHOE, XPUIOB He BoicaywuBajock; IJ/1 14-16
B MUHYTY; mynsc 66—75 ynapos B munyty; A/l 136/90 mm pr. cr.; sxuBor
MSITKUH, 0€300/1e3HeHHBI; CHMIITOM ITOKOJIAYMBAHUS B 00JIACTH MOSICHU-
bl oTprnaTeabHbii. [lanrenTka AInTENBHO MOy YaIa TEPANIO 110 TOBO-
Ay XPOHUYECKOM CEPAEYHON HEJOCTATOUHOCTH, HEHPOrEHHOrO MOYEBOrO
mysbipst. MecTHBIN cTaTyc: OCMOTP HallMEHTKU IPOU3BEJEH B KPOBATH;

Mpunoxenne 1

B COBHAHUU, MECTe, BpEMEHM U COOCTBEHHOM JTMYHOCTH OPMEHTHPOBAHA.
OrmeuaeTtcs BblpaskeHHbI 6oneBOH CMHAPOM B 06JACTH NPABOrO Ta30-
Gegpennoro cycrasa. [IBuskenus B cycrase HeBoamokHbl. Crona poru-
poBaHa pe3Kko KHApy»<H, roJjeHb M crtona oreudbl. Cumnrom npuaumn-
wel narku nosoxxureseH. OCTPbIX COCYAHCTBIX M HEBPOJOTMYECKHMX
PACCTPOHCTB Ha MOMEHT OCMOTPAa HE BBISIBJIEHO. YUHTBIBAsl KJIMHUYE-
CKYI0 M PEHTTEHOJIOIMYECKY 0 KAPTUHY PUHSATO PELIeHNe O IPOBEAeHUH
apTpomJjacTuku sHponporesom. [lpoBesena cnuHaJbHO-IMMAYpaJbHAS
aHecre3usi. TeXHUKa OIepaTMBHOro BMellaTe/]bCTBa craHaaprHas. 11/o
noJocTb 06UIbHO caHupoBaHa anTUcenTukamu. Kposonoreps Ha onepa-
nuu cocrasuiaa 250 mi, no npenaskam 300 mur.

Peayabrarer u o6cysxaenue. B n/o nmepuone maumenTxa momyuana
aHTUOMOTUKOTEPANHUIO, AHTUTPOMOOTHUECKYI0 M CHMITOMATHUUYECKYIO
tepanuto. Ha 2-e cyTku n/o nepuosa Hauara akTUBU3aUMs U BEPTUKAJIU-
sauus nanventku. [lIeer ynanens: na 10 cytku. Boinucana na 14-e cytkn
u3 cTanuoHapa Aia ambynartoproro nabmopenus. [lepuon nabaonenue
3a NMalMeHTKOM CoCTaBUII 6 MecsIes.

3axaouenne. [laHHBIA KIMHUYECKUH Clydall IIOKasbIBAET, YTO He-
CMOTPS Ha BO3PACT NALMEHTKHU, TPU NPABUJIbHOM MJIAHUPOBAHUU U MOJ-
rOTOBKE K ONEpPaTHBHOMY JIeYeHMIO, BOZMOYKHO MPOBECTH IH/ONPOTESH-
pOBaHME CyCTaBa, AOCTUTHYTb OBICTPOro /0 BOCCTAHOBJIEHUS, PaHHeH
peabuaMTalMyU U SBHAYMTENBHOrO Yy YllIeHUs] KA1eCTBa SKUSHHU.

Mnactuuuna J1. B., Mouceesa T. H., 3aiues [. A., Ans-Paau J1. C., Muckynosa M. C., Qopoxuna E. U., Manracapoea 4. K.,
Oanununa A. M., Tpomukas B. B.

PE3YJIBTATHI TEJEMEIALIMHCKOIO KOHCYJIbTPOBAHUS ITAIIMEHTOB C IMM®OMOM XOPKKMHA B 2022 TOJY.
KIMHNYECKAS XAPAKTEPUCTUKA [TAIIMEHTOB

DreY «HMULU rematonorum» Munsgpasa Pocenn

Beenenue. B nacrosiuee Bpems Heyiauu B 1e4eHMU NALUEHTOB C JIUM-
domoit Xomxkuna (JIX) cocrasnsaior 5-10% u sra nudpa sospacraer
no 40% npu HeamexBaTHOM JeueHuM. [lpoBeneHMe TeneMeTUIIMHCKUX
xoncyasrauuit (TMK) yposus «Bpau-spau» npu JIX ssasercs nonesubim
WHCTPYMEHTOM MPH BhIGOPE MPAaBUIILHONM TAKTUKY JIeUeHUs Y NalueHTOB
B CJIOXKHBIX M HEOJHOSHAYHBIX KIMHUYECKUX CUTYaLUsX.

Iens paGoTsl. Ananus Boctpebosannoctu u peayasraros TMK na-
uuentos ¢ JIX B 2022 r. [lpeacraButh KAMHUYECKYO XapaKTEPUCTUKY
MalMeHTOB.

Marepuanst u meronsl. [IpoBesen aHanMs 4acTOTBL U CTPYKTY B
TMK npu JIX B 2022 r. Knunuueckas ouenka npoBoamiaacs B rpymme
nepsnunbix TMK, HanpaBieHHBIX [ yTOYHEHMS TAKTUKM JIEYEHHS
B 2022 r. (2=154), ns uux 149 TMK nanpasneno npu xnaccuueckoii JIX,
5 — npu nopynspuoit JIX ¢ numdounansim npeobaaganuem.

Peayabrarst u o6cysxaenune. B 2022r nposeaeno 2256 TMK npu JIX
(10,3% or Bcex TMK u 21% or TMK npu JII13), us nux nosropusie
TMK — 25%. [{ns yrounenus taktuxu jnedenus nanpasiena 221 TMK
(94%), nns mepecmorpa rucronpenaparos — 12 (5%), pns nepecmorpa
panuonornyecknx ucciaeposannii — 2 (<1%). Ilepsuansie TMK npo-
BOAMJIMCDH 1O nauueHTam B Bospacte oT 18 no 94 ner (Me 36 ner), M:2K
= L,4:1.Ilpoasunyteie craguu (11 bulky, IIT u IV) B ne6rore JIX umenn
65% nanuenros. uaruos B 81% 6b11 ycranosisen B nepuog 2018-2022 rr.,
us Hux [19T no Havana JeueHMs BBIIOJIHEHO TOJIBKO y MOJOBUHBI GOMb-
ueix. B 10% canyvaes maHHBIE CTagMpPOBaHMS HE OTPa’KEHbI B HAIPAB-
asiemoit noxymentauun. TMK nposoaunucs B pebrore JIX no nauana
neuenus y 7% GonbHblX, B monHoit pemuccun — y 27%, BHe mNOJHOI
pemuccun — y 21%, B nporpeccun/penuause — y 44% nanuentos.B
Goabwuncrse cayvaes (54%) TMK nposopuaucs nocae ayx u 6osee nu-
Huit tepanuy, B 256% cayuaes ato 6butu 4+ nunun. B kauectse 1-it nunun
tepanun yaue Beero(66%) nposopnnucs kypest BEACOPP, us xoropsix
B nonosuHe ciayuaes-BEACOPPI4. Ormeueno uacroe necoorsercrTBue
npoxsunytoit craguu JIX (II bulky, 111 u IV) u nepeuuno npumenen-
Hoii repanuu (ABVD/BEACOPP smecro BEACOPP-14/BEACOPP-esc).
Tak, repanua BEACOPP-14/BEACOPP-esc B 1-it tuauu npu npopsuny-
roit craguu JIX naunenros 18-60 ner einoanena B 45 us 89 cayuaes
(50%). Taxsxe oTMeueHO YacTOe HECOOJIIOAEHNE MeXKYPCOBBIX UHTEpPBa-
J0B, B T.4. B Kypcax,obosnauenusix kak «BEACOPP-14» — unreppasnt
MeXy Kypcamu 6L yaauHeHbl kKak MmuHumyMm y 31 manuenra (22%),
B T.4. y 3-X MalMeHTOB — 10 45 pueit. Jluwe B monosune cilydaeB yIJiv-
HeHUe MepepHIBOB GbUIO CBS3aHO ¢ WH(MEKIMOHHBIMM OCJIOKHEHUSIMH,

KOMOPOMAHOCTBIO UM HEKOMIIAEHTHOCTBIO. AyTONOTMYHAS TPAHCIIaH-
rauus CKK (ayro-TCKK) Boimonnena B 14% ciayuaes y nun monosxe 60
aer ¢ 2 u Gonee nuHUSAMHU Tepanuu B aHamHese. [lo pegynpratam TMK
cmeHa tepanuu pexomenaosana B 50% ciyvaes, 13 HUX B IOJIOBUHE CILy-
uaes — kypesl [IXT 2 1-it nunuu +/- ayro-TCKK, B 25% Guoncus/nepe-
cmorp rucronpenaparos. [lo 14-17% pexomenpoBaHo npoposxeHue Je-
4eHuUs, HabOMOeHE U KOHTPOJIbHOE obciienoBanue.

3akouenne. AKTyaslbHBIM U BOCTPEOOBAHHBIM SBJSETCS IPOBEsie-
nue TMK yposus «Bpau-spau» npu JIX, koropsie yaie Bcero nposoasitest
y 6OJIBHBIX C IpOrpeccueii/peuANBOM U NIOCIe 2+ IMHNUY TepaNny, a TaK-
JKe B CJIOXKHBIX AMATHOCTHIECKUX ciydasnx. Hanpasnrenne TMK na Gosee
pannux sranax aedenus JIX, a raxske noanoTa npenocTasaenHoi nHgop-
MaliH, 03BOJUT YLy YLIUTh KA4€CTBO OKAa3aHUsI MEAULIMHCKON MOMOILU
B IaHHOH KaTeropuu 6OJIbHBIX.
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Monetaee A. B, Ceperuta E. A., Kapamsn H. A, ®epoposa [1. B., Xapkos I1. A.

BKJIAJT BLICOKOMOJIEKYJISIPHBIX ®OPM MYJIETUMEPOB B TAXKECTh KJIMHUYECKUX ITPOSBJIEHUN V IETEM
C BOJIE3HDbIO BUJIVIEBPAHJA

DreyY «HMULL ATOU um. Omutpus Poravesa» Munsgpasa Poccum

Beenenne. Bricokomonexynspusie dopmsr mynasTumepos daxTopa
Buanebpanga (vVWF) (BMODOM) urpator BaskHy10 poJb B HEPBUYHOM re-
mocrase, ogHako Bkuan xoaudectsa BMMPM B tsakects kpoBoTedeHuUs
y AeTel 10 KOHIA He U3y YeH.

Iexs paGorsr. Ouennts B3auMOCBA3b mexpay Koanmuectsom BMOM
vWTF u raxecTbio KIMHMYECKUX NPOSABJIEHUI Y AeTel C pa3IMYHbIMU TH-
namu 6osnesuu Bunnebpanna (BB).

Marepuanst u meropst. B nccneposanun npunsanu yuacrue 70 ge-
Teii B Boapacte no 18 ner (menmnana 8 ner) ¢ pasauunpiMu Tunamu vW D,
39 manbuuxos u 31 nesouxa. Us 70 maunuentos l-it Tun 6w ycraHos-
aen y 41 (568,6%) nauwmenra, 3-it Tun ycranosnen y 7 (10%) nanumenros
n 22 (31,4%) nanuenros ycranosnen 2-it Tun BB. Tsaskects kpoBoTeue-
Hus ouenuBasnach no wkane PBQ c pacuerom oxonuaresnpHoro Gasia
kpoBoTteuenus. Bo Bcex 06pasnax oleHMBANIU KOHIEHTPALMIO AHTUTEHA,
pucroueTnH-kopaKTOPHYI0 akTUBHOCTh (akTopa Buanebpanpa (VIWWF),
akTUBHOCTD pakTopa cBeprhiBanus kposu VIII, konnaren ceaseiBaouyo
cnocobrocts VW u mynvrumepusiit ananus vWFE. [[na konuuecrsennoit

ouenxu ¢pororpadun rens ucnoab3osaacs nporpamma Imagej, rae konu-
uyectBo BMMM onenunsaiocs no sprkocTH moJioc.

Peayabrarnt u obcyskaenue. Cpennuit 6ana PBQ cocrasua 4,03
Ganna, memuana — 3 Gamra. Munumansuasii PBQ cocrasnan 1 6an,
MmakcumasbHblil — 12 6annos. BbisBieHa 3aBUCHMOCTD MEXK/Y TECTaMU,
ouenusaomumu pabory BMOM vWF u konnvecrsom BMDM, a umenno
BM®OM u vWF:CB (r =-0,73, p<0,01), 1 BMOM u vWF:RCo (r=-0,75,
p<0,01). He 6b110 BHISBJIEHO KOPPeJISIMIA MeXIY KOJTHMYeCTBOM BM®OM
vWF u crenensio kpoBoTounsocTH aust Beex tTunos v D (r"=0,02, r=0,9)
M OTAeJdbHO AJs rpynnsl nauuentos ¢ 1-m tunom BB (rs=-0,2, p=0,9).
s tunos 2A, 2B BbisiBien Tpenp (/'/:—0,5, p=0,07). BoisiBnena orpuuna-
TeJIbHAST KOPPEJISLMOHHAS 3aBUCUMOCTD MeXJy ypPOBHEM HU3KOMOJIEKY-
aspusix mynsrumepos (HM®DM) u xposorouusoctsio (r=—0,63, p=0,02)
uist marueHTos ¢ 2 tunamu bB.

3axmouenue. Ouenka konuuecrsa BMOM vWF ne naer nononnurens-
HOI MH(OPMALUK C TOUKY 3PEHUS! OLEHKHU TSIXKECTU KIUHUUYECKUX TPOSIB-
JICHUIi 11 IPOTHOBMPOBAHMS TSDKECTU TeMOPPATMIECKOTO CHHAPOMA y A€TeH.

MonsHckasa T. [O., 3operko B. |O., Kapnoe E. E., Cagsikosa H. B. Muwun . B., Camnues M. C., Tono6okoe A. B., Metposckuit . 1O.,
Koponesa A. A, Kum A. |O.

OITBIT BOJIBIITNX OITEPATUBHBIX BMEIIATEJIBCTB ¥ BOJIBHBIX TEMO®MIMEN C IIOPAKEHUEM OITOPHO-IBUTATEJIBHOIO
ATIITAPATA, HAXOJSIIMXCS HA ITPOOUIAKTAUYECKON TEPAIIUY OMULIM3YMABOM

PreyY «(HMUWL rematonorumn» Munsgpasa PO

Beenenne. C kax/biM rofgom pacTeT KOJMYECTBO MALMEHTOB, HAXO-
AALIMXCSL HA Tepanuu dMHULU3YyMaboM, KOTOPBIM MOTYT NOTpeGoBaThb-
Csl KaK IUIAaHOBBIE, TAK M OKCTPEHHBIE OIEPATUBHBIE BMEIIATENLCTBA. e
CMOTPSI HA MMEIOIINECS] PEKOMEHAALNH TI0 BEJEHUIO TAKUX TALUEHTOB,
OCTaeTCsl MHOIO BONPOCOB O TOM B KaKMX A03UPOBKaX M KaK A0JIIO IpPO-
BOZUTD JIOIIOJHUTENbHY 0 TeMOCTATUIECKY 0 TEPAINUIO IIPU ONEPATUBHBIX
BMeIIATeNbCTBaX, YTOObI OHa Oblia MakcumaabHo addexTusHON U Ges-
OMAaCHOM.

Iens paGotsr. [IpenoctaButs peay1bTaThl COGCTBEHHOTO OMBITA Bejie-
HUSI aLMeHTOB, HAXO/SIUXCS HA Tepauy dMULU3yMabom, 1pu Gobunx
OMepaTHUBHBIX BMEIIATEIbCTBAX HA OMOPHO/IBUTATENBHOM aIlapare.

Marepuanbt u meroapl. Boinonneno 19 Gonbmux onepaTuBHBIX
BMernateabcTs y 15 naumentos ¢ Tsskenoit popmoit remodpuauu A(TA),
ns nux 5 ¢ unruburopnoit popmoit ('AN), B Bospacre or 18 o 56 aer
(mepuana Bospacra cocrasuaa 42,4 roga). Bbuiu BeImOAHEHBI Caepyto-
IIME ONEPATHBHbIE BMELIATEJNBCTBA: IEPBUYHOE SHAONPOTE3UPOBAHUE
KOJIEHHBIX Y IIJI€YEBOr0 CYCTaBOB, PEBUSMOHHOE 9H/ONPOTE3UPOBAHME
KOJIEHHBIX CYCTaBOB, aMILyTallusl HIDKHEH KOHEYHOCTH, apTPOAE3 roJie-
HOCTOIHBIX CyCTaBOB U Apyrue. Bcem naunmenrtam, 3a uckiaouenuem 1
nauvenra ¢ AVl npu peBMsMOHHOM SHAONPOTE3UPOBAHMM KOJIEHHOIO
cycraBa, smuuusymab He oTmeHsaaU. VIHTpaomepauuoHHO M B mocseo-
nepaunonHom nepuoge npu A remocras ocyuecTsisin npenaparamu
FVIII B crangapTHbIX A03MPOBKaX, OBICTPO MEPEXOAs HA OHOKPATHOE
sBesienue B cytku. Ilpu AV 4-m GosabHBIM AOMOMHMTEILHO BBOAUIN
rFVIla no 90 mkr/kr kaxxabie 3 yaca yBeanunBast MHTepBaJbl 10 0—12

yacos Mex/y BBefieHusimu. 1 6onbromy ¢ AV BBopmam antTunuruburtop-
ublit koaryasutHblil kommiaeke (AVIKK) no 40-50 ME/kr kaxapbte 12-24
uacos, cyrounas posa He npesbimana 100 ME/kr Beca Tena Gonbhoro.
JlabopaTopHblit KOHTPOJIb OCYIECTBISAICS XPOMOTeHHBIM AHATU30M C Obl-
YBUMU peareHTamu 1y 2 GObHBIX BBIIOJIHSIIUCH TPOMOO3IACTOrPAMMBL.

Peayabrarsi n o6cysxaenue. TpomboTnuecknx oca0sk HeHUH He GbLIO.
Nurpaonepaunonnas kposonoreps ot muaumansHoi no 1200 ma (cpen-
Hsst kposoroTepst 457,89 M), 4TO COOTBETCTBOBANO TSIXKECTH U 0OBEMY
onepauuii. Tpoum naumenram norpebosaiuch TpaHcysuu SpUTPOLU-
tapHoi BsBecu. Y naumenra ¢ AU u nononuurensroit repanueit AVTKK
PpasBUJIACH HANIPSI’)KEHHAs FeMaToOMa B 00/1aCTH ONepUPOBAHHOTO CyCTABA.
VY opHoro nauuenTa AaHHble TPOMGORIACTOIPAMMBI He COOTBETCTBOBAJH
KJIMHUYecKoii kapTuHe. Bo Beex ciyuasx gocTurny sl xopouue GyHKIHU-
OHaJIbHBIE Pe3yJIbTAaThI MOCJe onepauuu. Beem GonbHbIM noTpebosaocs
menbute npenaparos FVIII u npenaparos ¢ myntupyomumu mexanus-
MaMM IeHCTBUS, YeM y NalMeHTOB IPY aHAJIOTMYHbIX ONepalusX, He Ha-
XOASILUMXCS HA TEPANTUM SMULU3YMAbOM.

3akouenne. [Tonyuennsie nannsle gemoHcTpupyor apdpexTuBHBIN
1 6e30MacHBIii reMOCTa3 M 3HAYUTENbHYI0 9KOHOMUIO penapartos (akTo-
POB CBEPTHIBAHUSI TPU GOMBLINX OMEPATUBHBIX BMEIIATENbCTBAX Y 601D~
HbIX, HaXOASIIUXCs Ha Tepanuu smunusymabom. Vmewrcs tpysHOoCTH
nabopaTopHoro koHTpous remocrasa. He cienyer onuparbes Ha naHHble
TPOoMbOSIACTOrPAMMBI, TAK KAK OHU MOTYT HE COOTBETCTBOBATD KIMHMYE-
CKOI1 KapTHHE U IPUBECTU K HEIPABUJIbHOMY ILJIAaHUPOBAHUIO FEMOCTATH-
YeCKOM Tepanuy 1 PadBUTHIO OCJIOXKHEHUH.

Monomapes P. B., Cuicoesa E. M., Yaeeinuak P. B., Oeupbik B. H. Yabaesa tO. A., Kynukos C. M., Jlykuna E. A.

MOHOKJIOHAJIbHASI TAMMAITATHA Y ITAHMEHTOB C BOJE3HBIO I'OLIE I TUIIA: AHAJIN3 JAHHBIX POCCUICKOI'O PETICTPA
DreY «<HMULU rematonorum» Munsgpaea Poccum

BBepenne. Bomesus lome — 3aboseBanue wus IpyIIBl HACJeM-
cTBeHHBIX (pepMeHTONaTHil, pasBUBalolleecs BCJaeACTBUe AedUIUTA aK-
TUBHOCTM JuzocomHoro ¢epmenTa Imokouepebposuaassl. VasecTHo,
4To TeueHue GosesHu [olre accounUpyeTcst ¢ pasBUTHEM MOJIUKJIOHATb-
HBIX U MOHOKJIOHAJBHBIX FaMMamnaTHi, YTO OOBSICHSIETCS M30BITOYHOM
crumysinueii B-numdouuros nurokunamu u xemoxkunamu (IL6, 1L10,
CCLIB), cexpeTupyeMbIM1 aKTUBHPOBAHHBIMU Makpodaramu.
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Ileas paGorbi. Vccnemosars yacToTy pasBUTHS MOHOKJIOHAJBHOM
ramMManaTiy y B3pOC/IbIX ALMeHTOB ¢ Goseanbio Loute I Tuna, npoananu-
3MPOBATh BEPOATHOCTb Pa3BUTHS MOHOKJIOHAIBHOM raMMaNlaTUNU B 3aBU-
CHMOCTHU OT OCHOBHBIX IAPAMETPOB aKTUBHOCTHU Ooseanu [ore.

Marepuaner u meroupnt. VccnegoBanne nposemeHo Ha OcHOBe aH-
ubix Poccuiickoro perucrpa 6onesuu lowe (cpes pannbix — 17.11.2023 r.).
VmmyHOXMMUUECKOe UceeoBaHe GeTKOB ChIBOPOTKU KPOBHU BbIIIONHSIOCH



Bcem mauumenTam ¢ Gosesnsio [owre, mpourenmum o6cnenosanue 8 OI'BY
«HMMU L remaronorun» Munsapasa Poccnu, B pamkax nporpammbl OLEHKH
akTuBHOCTH Oosteanu [ole — Kak [0 Hayasa, TaK U B MPOILECCE TATOreHe-
tdeckoit repanuu. Ilpoanannsuposano 1171 nccnenosanue y 336 maum-
entoB (93% or obLiero KonMUYecTBa NALMEHTOB B PEFMCTPE), AINTENLHOCTD
HAOIIOAEHNS 34 MAIMEHTAMU C MOHOKJIOHAJIBHOM raMMaraTueil COCTABUJIA
or 24 no 228 mecaues (memuana 54 mecana). Ilpu ananuse BeposiTHOCTH
PasBUTHSI MOHOKJIOHAJIBHOM raMManaTHy MCIOIb30BAINCh WHTEPBAJIbHBIE
ouenxu (mpaso-neBolieH3ypuposanuble otenku TypuOyna). Ouenka auna-
MUK/ KOHLIEHTPALUH NapanpoTerHa IPOBe/eHa C MCIOIb30BAaHUEM perpec-
CHOHHOTO aHAJIN3a TIOBTOPHBIX M3MEPEHHH.

Peayaprarer u obGcysxaenme. MoHokioHanbHAS rammanaTus 3a-
perucrpuposana y 24 naunentos (7% ot ucciaenoBaHHON TpymHIbL), CO-
orHoweHune napanporenHos kaaccos IgG, IgA u IgM cocrasumno 16:7:2
COOTBETCTBeHHO. [{Marnos cuMnToMaTM4ecKoii MHOXKECTBEHHOH MHeJOo-
MBI YCTAHOBJIEH y | manmeHTa ¢ MOHOKJIOHAJBHON TaMMAaInaTuel Of{HOMO-
MeHTHO ¢ auarHoctukoit 6onesuu 'ome. Mennana Bospacta Ha MOMeHT
BBISIBJIEHUSI MOHOKJIOHAJbHOM rammanarum coctasuiaa 47 ser (30-71),

Puc. 1

Mpunoxenne 1

B pacrnpe/eseHyH 110 MOy He3HAUMTeIbHO npeobaaganu mysxuunst (54%),
[0J151 CILIEHOKTOMM POBAaHHBIX TALMeHTOB coctasuna 17%. Y 46% GOIBHBIX
MOHOKJIOHAJIbHA Sl TAMMATIATH I BIIEPBbIE 3aPErMCTPUPOBAHA 10 HAYaJIa na-
Toreneruyeckoii repanun 6oneanu [ome, y 37% — na done samecTuTeNn-
Hoit depmenTHoit Tepanuu, y 17% — na done cyberparpesyunpyomeit
Tepanuu. 3a Bpemsl HaGJIO/IeHUs ONPEAEeNsIOCh MOCTENEHHOEe yBeaude-
HYe CeKpeLMU apanpoTenta co cpeaneii ckopocrsio 0,5 r/n/rox (puc. 1).
Pacyernas BeposSITHOCTD pasBUTHS MOHOKJIOHAJIBHOM raMMamnaTuu y Ia-
neHTOB ¢ bosesnbio Lowe B Teuenne 15 ner nabmrogenus cocrasuaa 18%
(puc. 2). BepoaTHocTh pasBUTHSI MOHOKJIOHAJbHON rammanartuu Obuia
nocrosepHo Boie y nanuentos crapute 40 ner (20% B teuenue 15 ner,
p=0,001) 1 y nanueHTOB CO 3HAYMTENPHOH CIIIEHOMETAINEH — [JIMHOM ce-
nesenxu bosee 200 mm (36%, p=0,0007).

3axsaouenne. AccouuMpoBaHHblE C HAKOIJIEHMEM CPUHIONUNUAOB
XPOHUMUECKas aHTUTEHHAs! CTUMYJISILUsL U MakpodaranbHas AucdyHK LS
SIBJISIIOTCSI OCHOBOM CJIOKHOTO HApYIIEHMs T'yMOPAaJbHOIO MMMYHHTETA
npu 6osesnu [owe, xapakrepusyolerocst BbICOKOM 4acTOTOH MOHOKJIO-
HaJIbHBIX FAMMAaINaTUH U PUCKOM Pa3BUTHS MHOXKECTBEHHON MUEJIOMBIL.

Puc. 2

Monoea M. O, Porauesa lO. A", 3arpanuutoe B. .2, Muxernna O. H.3, Mapkenos B. B.!, Cunses A. A, bapaHosa M. b.!, Pogresa 0. A,
Bonkosa A. T.!, Hukonaes M. 10.!, 3aituesa A. H., LLiseuos A. H.!, Cnupuponosa A. A.2, Tonowanos O. B.', Bnacosa tO. 0.},
Cmuproea A. T.', Muxaitnoea H. B.!, Bnapoeckas M. .}, Bonpaperko C. H.!, Kynarun A. !

SINUAEMMOJIOT M NTHBA3MBHBIX MUKO30B ITPY TPAHCIINIAHTAIIMM TEMOIO3THUYECKIX CTBOJIOBBIX KJIETOK:
10-IETHUI OIIBIT
"HWW petckoit orkonoruu, rematonori v tpancnnaxtonoruu um. PM. Top6adesoint PTEOY BO «[epsuiit CarkT-MNeTepbyprekuit rocyaapcTBeHHbIN yHUBEPCUTET

um. akag. .M. Masnosa» Munaapasa Poccun, ?OTaenermne mukpobuonoruueckoit anardoctukn PFEOY BO «[Mepsuiii CankT-MNetepbyprekuil rocyaapcTseHHbi yHBepeuTeT
um. akaa. WM. Masnosa» Munaapasa Poccuu, *Moposoeckas 6onsHmua A3M

Beenenne. PennnuenTsr TpaHCIJIaHTALMU FeMONIOITUYECKUX CTBO-
nosbix kiaerok (TT'CK) aBnsmorcsa rpynnoit pucka pasBuTHs NWHBa3uB-
ubix mukoszos (MIM). Cnekrp Bosbyaureneit M nocrosnuo pacim-
psieTCsi, B TO BpPeMsl KaK NOHMMAaHUe PACIPOCTPAHEHHOCTH, 9THOJOIUU
Y aHaJIM3 JIOKAJIbHBIX AAHHBIX SIBJSIIOTCS aKTyaJIbHOM 3ajadeil ¢ LeJbio
paspaboTKU ONTUMAaJBHBIX IPOTOKOJIOB AMATHOCTUKY, NPOPUIAKTUKY
u nevenus VIM.

Iens paGorsr. Mayunuts uacroty u sruonoruto sosbynureneir 1M
y B3pocsiblx nanuenTtos nocie ayronorunanoi (ayro-TT'CK) u annorennoit
TI'CK (anno-TT'CK) B nepuon c 2014 o 2023 r.

Marepuaast u meropst. B mepuon c 01.01.2014 no 27.11.2023
B kaunuke HUMJAOI'uT um. P.M. T'opbauesoit nposeneno 2486 TI'CK
y Bapocabix nauuentos: 1701 anno-TI'CK u 785 ayro-TT'CK. B uccue-
AOBAaHVE BKJIIOUEHBI CJLy4an BepOATHOro u goxasanuoro VMIM, B coorset-
crBum ¢ kpurepusamu EORTC/MSG 2008 u 2020 rr., B ananus atunoso-
TUY BKJIIOYEHbl TOJIBKO MUKPOBHOIOrNUECKM MOATBEPKAEHHBIE CIydan
MM (xynbrypanbHoe ucciefnoBaHue u mukpockonus). Jlaboparopuas
auarnoctuka VM npoBoaunacs B oTAeIeHUM KJIMHUYECKOH MUKpPOGUO-
JIOTMM B COOTBETCTBUM AKTYasbHbIM TPeOOBAHMAM MEKAYHAPOAHBIX
peKoMeH Janui.

PesynbraTs u o6cysxaenune. Yacrora Mukpobuosorniecku noa-
tBepykaeHHbIX ciaydaeB VM npu ayro- n anno-TI'CK npencrasnens:

B tabu. 3a ykasaHHBIH nepuos Hamu nosydeHo 158 kyabTyp aposke-
BBIX M MULeJIMaIbHBIX IPubOB y nauneHTos nocie ayto- u aano-TT'CK
Bapocaoro Bospacra. Crpykrypa VUM npu anno-TI'CK npencrasme-
Ha unBasuBHbM acnepruiiesom (MMA) — 63%, nnBasuBHBIA KaH-
nupos (MK) cocrasun 22%, rorpa xax npu ayro-TT'CK MM npea-
CTaBJIeHbl IPEUMYLECTBEHHO MUKO3aMHU O00YCJIOBIEHHBIMU PEAKUMHU
Bo3OyauTenamu, skaodas mykopmukos — 60%, nanee A — 27%.
Ortuonorus WA npeacraBnena npeumymecrtsenno A. fumigatus —
38%, A. niger — 35%, A. flavus — 11%, u pp. dtuonorus MK/xanau-
AeMuu npeacrasieHa npeumyuecrsento He-albicans Bugamu (Gonee
80%): C. parapsilosis — 45%, C. krusei — 16%, C. glabrata — 7%, C.
albicans cocrasuna 19%. OcHoBHBIMU BO3OYAUTENIMHE MyKOPMHUKO3a
6vtnu: Rhizopus arrbizus — 43%, Rhizomucor pusillus — 29%, penxue
Bo3OyauTenu OblIM MpeuMyllecTBeHHO npeacrtasieHs: Paecilomyces
variotid w Trichosporon asabii — no 29%. Pasnoobpasue BosGyauTeeit
M npu anno-TI'CK mupe.

3akaouenne. Yacrora MUKPOOGMOJOrMYECKU TMOATBEP K AEHHBIX
WM npu TI'CK Bapsuposana or 9,29% WA npu anno-TT'CK no 0,25%
WK npu ayro-TI'CK, B saBucumoctu or aTuonoruu Bosbyauress
u tuna TI'CK. Ilpu anno-TI'CK Aspergillus spp. apnsaucy mpeobaa-
naomumu Bosbyauteasmu UM (63%), na sropom mecre — Candida
spp., npu atom 81% Bosbyaureneit 6vliu npepcrasnenst He-albicans
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suaamu. [lpu ayto-TT'CK ocnosubimu Bosbyautensmu UM ssasiorcs
peakue BoaOyauTeny, BKItouas rpubst nopsaka Mucorales (60%), a rax-
ske Bo3Oyaurensmu VA, PesynbraThl nccienoBaHus mossoJsT ONTH-
MU3UPOBATH TPOTOKOJIB MPOPUIAKTUKY, AMATHOCTUKY U edenus VM

npu TI'CK.

Tabaunua. HYactora mukpobuonoruyecku noareepxaerHsix MMM npu npo-
sepennn TTCK

MHsasusHbii MHBa3uBHbIM MM, 06ycnosnenHbiit peakumu

Mykopmukos

acneprunnes KaHAMAO03 B036yANTENIMM
Ayto-TICK 1,02% 0,25% 0,51% 0,38%
Anno-TICK 9,29% 1,88% 0,59% 0,71%

Muwenuynukosa O. C., Canomawkuua B. B., Cenusanoea [I. C., LLlemenesa E. [0., Yepreukas . M., Mosnskosa tO. M., 3o3ynsa H. U., Cypun B. J1.

MOJIEKYJISIPHO-TEHETUYECKAA INATHOCTUKA HACJIEJACTBEHHBIX KOATYJIONATUI
DrBY «<HMMUL rematonorum» Munsgpasa Poceunn

Beenenne. HacencrBennsie koarysonatuu — 9To rpymnma 3aboure-
BaHUH, 00yCJI0BJIEHHBIX BO3HUKHOBEHUEM NATOreHHbIX BAPUAHTOB B re-
HaX, KOAUPYIOWUX BesIKY, y4acTByIOIME B KACKA/le CBEPThIBAHUS KPOBU.
OHu xapakTepusyloTCs pasHol cTeneHbl kpoBoToumsoctu. Haumbonee
pacnpocTpaHeHHble M M3BECTHBIE CPEU HUX — 3T0 bosteanb Buniebpanna
uremodunus A, onnako aedunuTh APyTUX PAKTOPOB CBEPTHIBAHUS KPO-
BY, OTHOCSIIMECS K PEAKNUM KOAryJIONaTUsIM, N3BECTHBI MEHBLIE.

Iens pabotsl. Llenbio nannoit pabors 6b110 0606WUTL cOGpaHHbIE
HaMM MHOTOJIETHHUE AaHHbIE O MyTALUOHHBIM CIIEKTPAM U 0COOEHHOCTAM
MOJIEKY IS pPHO-TEHETHYECKOH AMArHOCTUKM HAC/eJCTBEHHbIX KOAry/Iona-
tuit B Poccun.

Marepuanst u meroasl. B panHoe mccienoBanue GbUIM BKJIIOYEHbI
nanuble, cobpanubie B nepuop ¢ 1990 no 2023 r. or HepoacTBEHHBIX Ha-
umenTos ¢ Gosnesusto Bunnebpanna (70 uenosex, ren ¢yWF), remodunu-
amu A (281 venosex, ren F§), B (81 uenosex, ren I9) u C (20 4enosexk,
ren Fll), nebunurom FV (12 yenosex, ren F5), FVII (64 yenoseka, ren
F7), 6onesunio Xaremana (33 uenosexa, ren FI2), a-/runo-/nucpubpuno-
renemueii (50 uenosek, renwt FGA, FGB, FGG). IHK Boipensnu us kaerox
nepudepuueckoii kposy, sastoit nHa D TA. Ienetnueckyio AuarHocTuky
MOBOAMJIM CTAaHAAPTHBIMM METOJAMM TIOJMMEPA3HON LEMHONW peaKnun
(ITLLP) c mocaenyroum cexsenuposanuem no Conrepy dyHrumonass-
HO 3HAYMMBIX yYaCTKOB LieJeBbIX FeHOB (BCeX 9K30HOB, 9K30H-NHTPOHHBIX
couseHeHUIl, TpoMoTOpHOit obaactu). Musepcuto inv22 B rene F§ tectu-
posanu ¢ nomougsio LD-PCR (long-distance PCR).

Peayabrars u o6cysxaenue. MyTranuonHble CieKTphI TPU pa3HbIX Ha-
CJIeICTBEHHBIX KOATYJIONATHSIX UMEIOT CBOM 0COBEHHOCTH, OTpe e sIole

aJTOPUTM FeHEeTHYECKOH AMarHOCTUKM. Tak, Hanpumep, B rexe F'§ yacro
MNPOUCXO/SAT MHBEPCUM, IPUBOAS K PA3BUTHIO Tsi>kes10i popmbl 3aboseBa-
HYS, B CBSI3U C Y€M HAYMHATb AUATHOCTUKY MALMEHTOB C HUBKUM Yy POBHEM
FVIII umeer cmbicai MMEHHO ¢ TECTUPOBAHMS HA OTH WHBEPCHM. laxike
nast remoduuu A XapakTepHO HaJaMuMe KPYTHBIX feselnuil, 4To onpe-
AeNseTcsl 0COGEHHOCTSMY CTPYKTYPbl FeHa, MPU APYTUX KOAryJlonaTusx
OHM BCTPEYAIOTCSI BO MHOT'O Pa3 peske, & MHBEPCUN HE OTMEYAEeTCs BOBCE.
B ciyuae remodunun B Gonpas gacTh reHHBIX HAPYIIEHNE TPUXOAUT-
Cs1 Ha 9K30H 8 reHa I'9, Tak Kak OH IO IJIMHE COCTABJISIET OKOJIO MOJIOBHU-
Hbl BCell kopgupyouwed nocsenosareabHocT reHa. lloartunsr Gosesnu
Bunnebpansa umeror pasublil XapakTep HacJel0BaHUSI — AOMUHAHTHBIH
WM PELeCCUBHBIN, U MyTallMU IPY HUX 3aTPATUBAIOT PasHbIE yIaCTKU
rena. ledunurer FV, FVII u FXI, necmorps Ha peneccusHbIi XapaxTep
HACJIEAOBAHMS, MOTYT KJIMHUYECKU NPOSIBJISTHCS M IPU HAPY LUEHN U TOIb-
Ko oaHoro asesns. B atom ciyuae Gosesns umeer Gosee Jerkoe TeueHue.
Hns renos I5, F7 u FI2 onucanbl ¢pyHKUMOHAIbHBIE NOJMMOP(USMBL,
KOTOpbIe He MPUBOAAT K Pa3BUTUIO DOJIEBHM CAMOCTOSTENBHO, HO MOTYT
yeyrybasts ee reuenue. B renax I'7, F12, FGG ects ma>kopHble MyTaLuH,
KOTOpbIE UMEET CMBICJ IIPOBEPSTH B epBy10 odepens. Hapyuenns B rene
FI2 moryT npuBoauTh Kak K KPOBOTOYMBOCTH, TaK U K TPoMbO3am.

3akmouenne. Takum 06pasom, Mbl ONMCAIM MyTALMOHHBIE CIEKTPBI
IPY PasIMYHBIX HACJIEACTBEHHBIX KOATYJOMATUSX [JISl POCCUICKOM mo-
MyJNsUUM U MOKa3ajy, YTO TeHbl, KOAUpyolue (pakTOpbl CBEPThIBAHUS
KPOBH, UMEIOT CBOM OCOOEHHOCTH, YTO Ba)KHO yUYUTBIBATb [IPU MPOBEZie-
HUM MOJIEKYJISIPHO-T€HETUYECKON JMAarHOCTUKYI COOTBETCTBYIOLIMX HO30-
JIOrUii, YTOOBI TOBBICUTD €€ Ka4eCTBO.

Poraueea lO. A, Monosa M. O., Cunsiee A. A., Bnacosa tO. |O., Moucees U. C.,, Bongapetko C. H., Kynarun A. 1.

JINXOPAJIKA ¥V TIALIMEHTOB ITOCJIE AJUIOTEHHOW TAIIJIOUAEHTUYHON TPAHCIIAHTAIIMMA KOCTHOI'O MO3TA
HIAW LOMUT um. PM. Top6aueson

Beepenne. JIuxopaaka — OCHOBHOI CUMITOM, BOSHUKAIOWIMIA B PaH-
HUe CPOKHU IOCJE TalVIOMACHTUYHON TPaHCIUIAHTALMM KOCTHOTO MO3ra
(ranno-TT'CK), u He siBasieTCSl NATOrHOMOHMYHBIM AJIs1 CHH/IPOMAa BBIOPO-
ca uutokunos (CBIL) nnu undexunonnsix ocnoxueHuii.

Iens paGorst. [IpopemoncTpuposats addexTBHOCTS JTOKAIBHOTO PO~
roxona HUM JIOT'uT um. P.M. I'opbauesoii «/Tuxopaakay nanuenros nocse
amno-TT'CK npu HLA-wecoBmectumoctn u ATG-copepskammnx pes>kumos»

Puc. 1
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Marepuanst nu meropst. C mas 2020 ropa B pamxax craHmapTHOM
OIepaunuoHHOi npoueaypsl Tepanuu ¢ebpuibHoit Heidrponenun (DH)
HUW JOI'uT um. P.M. l'opbauesoit Gbis1 BBeaeH JIOKaJbHBIA HPOTOKOJ
«JInxopagkay nanuenros nocse anno-TI'CK npu HLA-HecoBmecTmocTH
un ATG-conepaalux peskumoB», npumensembiil ans auddepeHunans-
HOM MarHOCTUKU Mex/y Jnxopaakoil undekunonHoro rexesa u CBL]
C Llesblo pauMoHanusanuu antTubaxrepuansuoit (AB) tepanuu B nepsbie

auu nocie ramao-TT'CK (JI0-1+4). B rpynny uccaenosa-
nua ¢ masa 2020 ropa no gexabps 2022 ropa srurouen 91
ManMeHT TOoCje MepBOM TanJOMAeHTUYHON TPaHCIJIaHTa-
LM KOCTHOTO MO3ra, KOTOPhIM mposoaunack auddepen-
LUasbHasl JUATHOCTHMKA JMXOPAAKHU COMIACHO MPOTOKOJLY
(puc. 1). B rpynne cpasuenns c ausaps 2018 roga no mait
2020 roga — 73 naumenTtos. XapaKTepUCTHKA NALVEHTOB
npeacrasiaena B 1abn. 1. Kononusauusa rpamorpuunarens-
HbIMU 0akTepusiMM C MHOXKECTBEHHOH JeKapCTBEHHON
YCTOMYMBOCTBIO U MPeALIeCTBYIOUMMI MH(beKuMOHHLIﬁ
anamues (bonee 30 mHeit 70 rocTMTaTM3AIIIN) He SBJIS-
JIMCh TIOKA3aHUSMM /ISl HasHadeHus: smnuprveckon ADb-
repanun npu passutun auxopanku B [10-/1+4. Ilocae
BBe/IeHUsI MOCTTPAHCIIAHTALMOHHOrO nukaodocdamuaa
B pamMKax npoduIaKTUKK PeaKI[U1 TPAHCTIJIAHTAT TPOTUB
xossimna Ha J1+3, [1+4, npu passutun nuxopaaku HasHaya-
aace amnupuyeckas Ab-repanus.

Peaynbrarst u o6cysxaenne. Vs ananusa s rpynne uc-
CJIe[I0BaHMUs OBUIM UCKJII0YeHBl 27 NALMEHTOB, U3 TPyTIIbI



KoHTposst — 12, xortopeie nonyuyanu AbB-tepanuio Ha MomeHT mpoBene-
Hus ramno-TT'CK. [lns anannsa KoHEUHBIX TOYEK B IPYIILY UCCJIEJOBAHUS
6bL10 BrtoueHo 64 nauuenta, B rpynny koutpoust — 61 nanuenr. B rpyn-
ne uccneposanus nuxopanxa s J10-/1+4 passunacs 8 42% (2=27), B rpynne
koutpons — 30% (12=18), p=0,140. Kononusaunsa kapbanenempesucrenrt-
HBIMU GaKTepUsIMM Ha MOMEHT Pas3BUTHsI JUXOpaaku cocrasuna — 11%
(7=3) u 16% (2=3), p=0,592. Omnupuueckas AB-repanus 6b1a HasHaueHa

Puc. 2

Mpunoxenne 1

B 7,4% (n=2) na 1+2 B rpynne uccneposanus (naxrar go 5,6mmonn/n (n=1)
u npoxkaasuuronnna >2mkr/n (n=1)) n 8 100% (2=18) 8 [10-1+4 B rpynne
koutpous, p<0,001. @ebpunsuas neitrponenus (OH), norpebosasmas
HasHaueHUs amnupuueckoit AB-tepanuu B rpynne nccnenosanus, pas-
Busacek B 88% (2=22). Mennana aua passurus ®H nocae ranao-TI'CK
cocrasuna 10 (56-14) pueit. Vndexnus kposoroxa (MK) B rpynne uc-
cnepoBanus passuaack B 33% (2=9), B rpynne kourpons — 44% (n=8),
p=0,452. Menuana nua passurus MK nocre ranno-TI'CK — 14 (6-18) vs
15 (3-30) nueii, coorsercrBenno. Obmas BbKUBaeMoCcTh B Tedenue 30
nueit or nposeaenust ramaol 'CK y nauuenTos, koropsie passuian 1nxo-
paaxy B J10-/1+4, B rpynmne ucciesoBaHus u rpyrne KOHTPOJIS COCTABUIIA
100% vs 78,9%, p=0,013 (puc. 2).

3axmouenne. Beenenue mporokona auddepenumansHoil auarso-
cruxu anxopaaxu B [10-/1+4 nosBoanio cokpaTuTh MCIOIb30BaAHME AHTH-
Gaxrepuanpubix npenapatos (p<0,001). Passurue undexunit kposoroka
He pasJMyasoch B rpyIle uccsefoBanus u rpynne kourpods (p=0,452).

Tabanua. XapakTepucTMKa NALUMEHTOB

Mcenepyemas rpynna KoHTponsHas rpynna P
XapakrepucTuka
%, n=91 %, n=73
05.2020-12.2022 01.2018-04.2020
Meaunana sospacta 34(18-64) 32(18-66) NS
Myxumhbi 61,5% (56) 65% (44) >0,05
OcHoBHOM AMarHos
omn 48,3% [44) 53,5% (38) >0,05
onn 37,4% (34) 27,3% (20) >0,05
XMMN3 5,5% (5) 5,4% (4) >0,05
AA 3,3% (3) 4,1% (3) >0,05
Dpyre 5,5% (5 10% (8) 50,05
Peuwnans/ 25% (23) 28% (21) >0,05
nporpeccpoBaHue
Pexum
KOHAMLMOHMPOBAHHUS 54,9% (50) 60,2% (44) >0,05
MAC

Poanonosa B. A.', Opnos A. E.', Karanoe O. U.2, llebepee M. A.%, Koctananosa O. I

MOIM®ULINPOBAHHBIN MHEKC ITPOU3BOAUTEIBHOCTY MUOKAPIA KAK PAHHIIT MAPKEP KAPTUOTOKCUYHOCTHU
'TBY3 COKO[, *CamlMY

Beenenune. Baxneitmum sonpocom xapamoonkosormu (KO) sas-
asiercst nouck Haubosee panHux mapkepos kapauotoxcuunoctu (KT).
OcnoBubimu ¢ynxunonaasusimu mapkepamu KT siBaserca cHusxenue
dpakuus sbibpoca nesoro xenynouxa (DBJIXK) u nedopmanuu muokap-
na (JMJDK). ®BJIXK siBasiercs mo3gHUM NPOSIBIEHNEM JEBOYKELYAOUKO-
Boit aucdyuxnuu (JI/1), Tpyano nonaaoimeiics Koppekuny, co 3HATMMOIA
BHYTpM- M Me>KUCCJIe[oBaTeabcKoit BapuabeabHocTsio (Gonee 6 u 10%
coorsercTsenHo). Bapuabensnocts JJMJIXK no nHamum nauneim eme 6o-
Jlee BBIPA)KEHa, U4TO CBA3AHO ¢ pasnu4uem Y 3 annaparos. CHu>keHne Boc-
MPOM3BOAAUMOCTH METO/IOB yCYTYOISeTCsl OTCYTCTBUEM efMHBIX YeTKUX
pedepeHcHbBIX 3HaUeHUIT JaHHbBIX MTOKa3aTeJeil.

Iens pa6orbr. OueHUTb BO3MOMXHOCTD BKJII0YEHUE BHICOKOUYBCTBH-
TeabHOro MHAeKca Tei (MogudbUIMpPOBAHHBIN MHAEKC TPOU3BOAUTENBHO-
cru muokapaa) B nporokon OXOKI' kax pannero mapkepa KT xumuo-
repanunu (XT). [Iposectn npocrekTHBHEINA aHAIN3 U METOLOJIOTMIECKOE
cpasuenue pasnuunbix mapkepos KT XT ¢ ucnonssosanuem goxcopy6u-
IIHOB.

Marepuasnst u meroasl. B pangomusupoBanHOe NpOCIEKTUBHOE UC-
cnegoBaHue BrIOYeHb! 127 sxenmun (Bospact 5210 net), koTopsim npo-
Bogunace XT ¢ pokcupy6bununom. Anroputm obcnegoBaHMs BKIOYAT
HabsloieH e OHKOJIOra, KapAunosora, 1aboparopHble (0buiuii u Guoxumu-
geckuit craryc, Trl, proBNP) u dynkumnonansusie nuccnenosanus (9KI,
cyrounoe monuropuposBanue OKI' ¢ narpyskoit, OXOKI' na annapare
LOGIQ S8 (GE). B nononnenune x TpafiniMOHHBIM TAPAMETPAM PACCIH-
ThIBAJICSI MH/EKC Tel B fonmieposckom u tkanesom pexxnme. OCHOBHBIMU
napamerpamy, noarsepxaaomumu Haanuue KT, nomnmo xnnunuecknx
IpPOSIBJIEHUI OCTPOU U XpoHuueckon cepaeunoil Hepocraroanoctu (CH),

6buto mosbimenue yposus Trl. @yukumonansmas KT onpenensnacs
kak jerkas (cHmwkenue O®B>10% c xoneunsim snavenuem >50%), ymepen-
Has (cumxenne OB>10% ¢ xoneunbim snauennem <60% u orcyrcrBHeM
cumnromoB CH), tsisxenas (camxenue MB>10% c xoneunbim snavenunem
<60% u cumnromamu nau npusnakamu CH mau cuusxenne @B <40%,
HesaBucumo ot cumnromos win npusnakos CH. Mugekc Tel Boruncasics
KaK OTHOLIEHME CyMMbl BPEMEHH M30BOJIEMUIECKOrO COKPAILEHNS U Pac-
cnabaenus k Bpemenu sbibpoca JIDK.

Peayasrarer n o6cysxaenue. B xone XT y 9 nanuentox BeisiBaeHbl
cumnrombl KT ¢ noseienuem Trl. ¥ 5 6onbubix — B npouecce XT,y 4 —
uepes 6—12 mecsiues nocse XT. Y Bcex 6oIbHBIX HAPSAAY € KIMHUYECKUMU
CMMIITOMaMHU OTMEYaJoCch 3HaYMMoe noBbleHne nHaekca Tel (p<0,05).
WNsmenenuns OBJIK tsxenoii crenenn — tonpko B 1 ciyuae y nanunentkn
65 ner B npouecce XT. Ha done ormenst XT, nanbueiimero neuenus
KT — y 3 sxenuiun otmeuasocs croiikoe cHmxenune DB nerkoit crenenn.
VY ocranbubix — @B sHaunmo ne nusmensnace. Bennunna unpexca Tel y 4
GOJIbHBIX BEPHYJIACh K MCXOAHBIM 3Ha4eHUsIM. Y OCTajlbHBIX 5 — MMesa
TEHAEHUMIO K yBesanveHuno. Ham npencraBunocs mHTepecHbIM CpaBHUTS 2
rpynnst 6oabHbix: ¢ mposisiaenuem KT u Ges nee, Basis 3a ocHOBY ypoBeHb
nossiuenus: Trl. B rpynne Gonbubix ¢ nossnennem JIJI xak npossiaenus
KT ormeuanacs snaunmas xoppensums aunamukn Trl, ProBNP, nupexca
Tei (p<0,056).

3axmouenne. Briouenue ungexca Tel ysennuusaer BoamoskHOCTH
OXOKT no erissnennto panneit JIJI npu passuruu KT na done XT c uc-
nosnb3oBaHueM aHTpauukanHoB. Heobxopumpl nanpHeiimue uccsenosa-
HUS [J151 yTOYHEHUS ONTHMAJBHBIX «IOPOrOBBIX 3HAYEHUH» AHOMAJIBHOTO
unpexca Tel ¢ nesnnto Boiasaenus panneint KT.
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BJIMSHUE B-KJIETOYHBIX OITYXOJIEN HA ®YHKIIIOHAJILHBIE CBOVCTBA MYJBTUIIOTEHTHBIX ME3EHXMMHBIX
CTPOMAJIBHBIX KJIETOK KOCTHOI'O MO3TA

'®DrBY «HMULL rematonormms Munsapasa Poccun, 2OIBY « PHKLL DXM DMBA»

Beegenne. CrpomanbHoe MHKPOOKpPY)KEHME KOCTHOIO — MO3ra
(CMKM) peryaupyer kposersopenue. B cocraB CMKM sxogar pasuo-
00pasaHble KIETKU CTPOMBI U TUMOLIUTHI.

MyabrunorenTHole MedeHxumHble crpomaabibie kiaerku (MCK)
anddepennupylorcs B pasauunbie kierounsie snements: CMKM
M y4acTBYIOT B Pery/isilUM KPOBETBOPEHHS] M HMMYHHOIO OTBETa.
Kposersopusie kiaetkn 1 CMKM BsanmoneicTBY 10T 3a C4eT MEXKKIETOU-
HBIX KOHTaKTOB U ceKpeuuu nurokunos. Onkoremaronornueckue 3abo-
JleBaHUSI UHAYLUPYIOT usmeHenusd B pynxunsx CMKM.

Hens paGorsr. [Ipoananusuposars Bausnue aumdounaHoi Heomma-
3MM M3 PAHHUX KJIETOK-NPEALIECTBEHHUL], JOKAJN30BAHHBIX B KOCTHOM
moare (octpsiit numdobaactusrii neitkos /OJ1J1/), u 6onee nmoszpnux, pac-
MOJIO>KEHHBIX BHe KocTHOro moara (auddysnas Braerounas kpynuok.e-
rounas 1umpoma /[IBKKJI/), na pynknmnonansroe cocrosaue MCK.

Marepuannt n meroant. Vccnenosanu napameTpsl pocTa, MMMYHO-
dbenotun (cpennuit yposens duayopecuenuuun /CY®D/ nosepxuocTHbIX
MapKepoB), 9Kcrpeccuio (OTHOCHTeNbHBIH ypoBeHb axcnpeccun /OY /)
TeHOB MHTEpEca U CeKpPeToM (Macc-CHEeKTPOMETPUYECKUI aHaIN3 CeKpe-
tupyembix 6enxos) MCK us xocrnoro moara 6oabusix OJIJT u JIBKKJI
[0 Hayasa JedeHMs M B pemuccuu 3aboseBanus. B xauectse xonTposs
ncnonsaosaan MCK 310poBbix 1o0HOPOB cOOTBETCTBYy0OLIErO BO3pACTa.

Peayabrarst n o6cysxaenne. Konuenrpanua MCK B koctHOM moare
Goabubix OJIJ] cuuskena 1o Hayasa JeyeHUs] U BOCCTAHABIUBAETCA B pe-
muccun. ¥ Gonsusix JIBKKJI sror napamerp ne uamenen. Crnocobrocts
MCK « nponudepanuu e nsmensuacs y 6oabusix OJ1J1, a npu JIBKKJI
TMOBBILIEHA MO CPABHEHUIO C /IOHOPAMM U 10 HAYAJIA JIEYEHH I, ¥ TIO IOCTHIKE-
HUU peMuccuM 3a001eBanus. Y TalueHToB 06enx rpyn ummyHoderoTun

MCK u sxcnpeccust reHOB, BaskHbIX AJ1sl AudepeHIMpOBKY, MOAAepiKa-
HMsI MMMYHOJIOTUYECKOIO CTATYCa U 9KCHPECCHN LUTOKHMHOB JAOCTOBEPHO
OTJIMYATUCH OT TAKOBBIX y 3A0POBBIX IOHOPOB UM 3aBUCENH OT 3a00eBaHuUsL.
Ipu OJIJI no nauana nevenus na MCK 6b11u noctosepro nosbienst CY®
CD73 u HLA-ABC no cpasnenuio ¢ gonopamu. B nebrore JIBKKJI atn
MOKa3aTean He OTVIMYAJINCh OT JJOHOPOB, a B pemuccun nosbimaancs CYD
HLA-ABC u CDI105. Y 6oxsupix OJIJT OY 3 IL6 8 MCK 6b11a nossimena
IO OTHOLIEHMIO K OHOPaM B AebroTe 3ab01eBaHUs U He HOPMAJIU30BaIaCh
nocse goctrxenus: pemuccuy, a npu JIBKKJI Bospacrana nocae xummno-
Tepanuu Mo CPaBHEHUIO C HeOIOTOM U 310poBbIMU poHOpamu. [Ipu arom
no nayana sedenust OY IL6 6b11 oie nipu OJ1J], uem npu JIBKKJI. OYD
TGFBI, unrubupymomero npoandepaunio CTBOJOBBIX KPOBETBOPHBIX KJIe-
tok (CKK), 6bu1 camxen B MCK nanuentos 8 ge6rore OJIJI, uro morio
crocoberBoBarh mponudepanuu omyxoneBbix kiaeTok. llocme xumumo-
repariun OYO TGFBI cumxanca xak npu OJIJ], tak u npu JIBKKIJIL
W npu OJ1JL, u npu IBKKJI usmensaucs OY O uutoknnos, yuacTByommux
B popmuposanuu u perenepaunn CMKM. OYD renos-mapkepos nnd-
dbepennuposkn MCK pasnuuanuch mesxay M3ydeHHBIMU HO30JOTHSIMU,
kak u 6enxu, cexperupyemble MCK. MCK Bcex nainuenTos cekpetuposa-
7M1 MeHblle GeJIKOB, CBS3aHHBIX C peryJsiiueil UMMyHHOro oTBeTa, Audde-
penumposkoit n nopnepxkannem CKK.

3axmouenne. Jlumdonnnas Heomnaasus NTPUBOAUT K 3HAYUTEJb-
HBIM M3MeHeHUSIM B (PYHKLMOHAJIBLHOM M MMMYHOJOTMYECKOM CTaTyce
MCK. Pabora BbImosHeHa npu (:l)I/IHaHCOBof/’I noazuepskke Poccuiickoro
bouna dynpamenrtanbubix uccnegosanuit  (rpant Ne  17-001-00170)
u Poccuiickoro nayunoro douna (rpant Ne 22-15-00018, https:/rscf.ru/
project/22-15-00018/).

Camnues M. C., 3opetko B. 0., Monsnckaa T. tO., Kapnoe E. E., Cagpikoesa H. B., Muwun I. B., Tono6okos A. B., Metpoeckuit [. 1O.,
Koponesa A. A., Kum A. |O., Paxaesa M. Y.

IAISIIVE METOIUKY OITEPATUBHOT'O JIEYUEHU S TEMO®UINYECKO APTPOITATAM TOJEHOCTOITHOT'O CYCTABA
¥ BOJIbHBIX TEMO®UINEN

DreY «<HMULU rematonorums Munsgpasa Poccum

Beenenne. Opnumu u3 camMbiX XapaKTepHBIX, Haubosee crenuduy-
HBIX M TSKEJbIX /715 reMoUINY POSIBIEHUI SIBASIOTCS reMapTpoasl. Vx
Reb0TMpOBaHMe XapaKTEPHO /IS IIEPBBIX MECSLEB YKM3HU, KaK CJIE/CTBIE
TPaBM U NOSIBJISIIOTCA y IALMEHTa B Te4eHMe Beel ero sxusHu. Perynsproe
KpOBOM3IHMsSHUE B CcycTabl, Ha ¢one nebunura dakxTopa cBepThIBae-
moctu kposu (VIII mnn 1X) npusopsar x nossrenuto crnennduyeckux
AJIsL 9TOrO 3ab0JIeBaHUSI U3MEHEHUII B CHHOBUAJBLHON 000JIOuKe, Xpsie
1 KoCTHOU TkaHU. Bo Beex cilydanx Hab0faI0TCS IPUBHAKY BOCHAIEHU S
CHHOBMaJIbHOH 00OJIOUKH, C MOCJAEAYIOLIMM [1EPEXOIOM B XPOHMYECKUH
runeprpoduyeckuii CHHOBUUT. B ciyuae oTcyTCTBUA afeKBaTHON remo-
CTaTUYECKOM M CHMIITOMATUYECKON TEPANNY CIIE[yeT IPOrPeCcCUPOBaHIe
Herpajalyy XpsIeBOi TKaHW, U KaK CJAEACTBUE BBIIEYKA3aHHBIX IPO-
1lecCOB — pas3BuTue remopuInuecKoil apTPONaTHH.

Iens pa6oTsr. OnTHMU3HPOBATH XMPYPrUYECKY 0 MOMOILL GOTBHBIM
¢ remoduanueckoil apTponaTueil roJeHOCTONHBIX CYCTaBOB.

Marepuanst u meroasl. Ha nauanpubix cragusx passutus remodu-
JINYIECKON apTPONATHH BO3MOYKHO BBITIOJTHEHHME IIAJSALINX ONEPATUBHBIX
METOAMK, He TpecHeAyIOUMX eblo BIoKupoBaHue/apTPOe3upoBaHue
cycraBa. Hanbonee uacTo BhINOIHAEMBIM ONEPATHBHBIM BMEILATELCTBOM
HAa FOJIEHOCTOIIHOM CyCTaBe B HALIEH KJIMHUKE SIBJISETCS APTPOJINS TOJIEHO-
cronnoro cycrasa. B nepuoge ¢ 2005 no 2022 rop 6b110 BoinosnneHo 6osee
200 onepaTnBHBIX BMELIATEIbLCTB HAa FOJIEHOCTOIIHOM CyCTaBe y OOIbHbBIX
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remoduameii, Mo MOBOAY pasBuBIIeiics reMOQUINIECKOH APTPONATUH.
N3 nux 176 apTpoaussl roeHOCTOHOrO CyCTaBa.

Peayabrarnt u o6cyxpaenne. OCHOBHBIM NOKazaHUeM [Jisl JAHHOIO
TUNA ONMEpPAaLUM CLYy)XUT OONEBON CHHAPOM, BbI3BAHHBII paspacTaHu-
€M KOCTHBIX M KOCTHO-XPSILIEBBIX OCTEO(PUTOB, MMIMAKMEHT >KHUPO-
BOI MOAYUIKOH U PyOLOBBIMU TKaHAMU, rHNepTpoduUecKUil CHHOBUUT.
[laHHOe omepaTvBHOe BMELIATENBCTBO BBIIOIHSIETCS OTKPBITBIM CHOCO-
6om, us HeGosboro paspesa (5—6 cm), no nepenHeil MOBEPXHOCTH roJie-
HocTOnmHOro cycrasa. llenp omepanum — yiydineHue KOHIPYSHTHOCTH
CyCTaBHBIX MOBEPXHOCTEH 1 Pe3eKIUs MATKUX TKaHel BbISbIBAIOIIMX MM~
MUK MEHT.

3ak.ouenne. B nocieonepaunonnom nepuose Heobxoaumo nposese-
HUe aJeKBATHOH reMOCTATUYECKOI TEPATTIH, & TAK Ke TPOPUITAKTIHYECKOl
antubaxrepuaabHoit Tepanuu. C 1enpio coxpanenus: obbema ABUKEHMI
U ero yBeJIMYeHUs], B DPAHHEM I10CJIeONepalluOHHOM IepUO/ie IPUMEHSsIeT-
CSl KOMILIEKC peabMIMTALMOHHBIX Meponpusituil. Briouatomuii B cebs
paHHee HadyaJo JedebHOi PUBKYIBTYPHI B IMAAAMEM PEKUME, KHHESUO-
TelnupoBaHUe, 3JIEKTPOMUOCTUMYJLISILMIO /ISl TPeIOTBPAILEHMs] apTPO-
UM MBI U CHU>KEHMS OTeUHOCTH MArkux TkaHeil. [locse saxcusiaenus
MOC/IeONePalMOHHON PaHbl U KYNHMPOBAHUS BOCHAJIUTENbHBIX SIBIECHUI,
HNPOBOAMTCS KypC BUCKOCammiemeHTapHoi Tepanuu. [lannenram peko-
MEeHJyeTCsi MHAUBUYaJbHOE OPTe3UPOBAHUE CTOII.



Mpunoxenne 1

Cenueanosa [l. C., Muwennunukosa O. C., LLlemeneea E. [O., A6pamosa T. B., Skoeneea E. B., 303yna H. U., Cypun B. J1.

MYTAHI/IOHHI)HU/I CHEKTP TEHA ®AKTOPA CBEPTHIBAHMS KPOBU VII Y POCCUICKUX IMAITMEHTOB
DreY «HMULL rematonorum» Munsgpasa Poceun

Beenenne. Daxrop cseproBanus kposu VII (FVII, npoxonsep-
THH) OTHOCHTCS K rpymne Butamut K saBucumbix ¢pakTopos ceprbiBa-
HUS KPOBHU. OTO OAMH U3 GEJIKOB, 3aIlyCKAIOLMX MPOLECC reMOKOAryJIs-
LMU NIPU MOBPEX/EHUM CTEHKM KPOBEHOCHOro cocypaa. Konuenrpauus
IPOKOHBEPTHHA B IIJIa3M€ 3aBHCHUT OT pasaM4HbIX napameTpos. OmHoi
u3 npuunH cHrkeHus aktuBHoctu FVII aBnsercs nacaencrsenusrii ge-
bunur daxropa ceepreanus xposu VII (MIM #227500) — penxoe
ayTOCOMHO-PELleCCHBHOe HACJe/CTBEHHOe 3aboseBaHue, KOTopoe o0y-
CJIOBJIEHO MATOr€HHBIMU BapuaHTamu resa I'7.

Iean paborsr. Llenvio gannoro uccrerosanms GbII0 ONMCATD CIEKTP
myTanuii rena F7 u B3auMOCBA3b TeHOTUNA U JTabopaTopHoro denoruna
y nauuentos ¢ aedpunurom FVIL

Marepuanbt u meroabl. B uccienosanue Obliu BrIOueHBl 55
HepoacTBeHHbIx nauueHToB (12 myskunn u 43 sxeHuwunel) ¢ gedpunurom
FVII. Ananus nepsuuHoil CTPyKTypbl reHa I'7 Obl1 BbIMOJHEH METOAOM
cexsBenuposanus no Caurepy.

Peaynbrare u o0cysxaenne. [latorennbie BapuanTs! B rete I'7 6uuin
obuapyskennt y 38 (69,1%) us 55 nanuentos. M1 ugentudpuuuposanu 24
pasuble mytaunu. Vs nux 15 napyienuii 6b11n BcTpeyeHbl O4HOKPATHO,
CeMb MAaTOTeHHBIX BAPMAHTOB OOHApY <eHbl ABAaXK/Abl M OfHA MyTalus
onpejeseHa B ueThipex ciaydasx. [Ipeobaanaroweii myrauueii B poccuit-
cxoit monyasiuuu 6vi1a mukpoaenenus c.1391delC (p. Pro464Hisfs*32).
Ona obuapyxena y 22 nauuentos (40%, N=55), B 29 annenax (46%,
N=63). Ananus nokasas, 4TO JaHHOE€ HapylueHue clereHo ¢ (yHK-
uuoHansHbiMu nonumopdusmamu rs36209567 u rs6046, onun Hacaeny-
J0TCS eIMHBIM TamaoTurnom. [lsarte
NATOTEHHBIX  BAPMAHTOB  paHee
He OBLIM oONMCaHBI B MeKAyHa-
ponnbix Gasax manubix. OpHum
u3 Hux Obl1a MyTanus craaficuHra
c.347-1G>A, yerpipe apyrue npea-
craBiasau coboil MucceHc-myTa-
uuu, p.Gly22Asp, p.Cys238Ser,
p1le243Thr  u  p.Tyr392Cys.

Anropurmsl I POrHO3UPOBAHMS
NaTOreHHOCTU OIEHUJIU BCEe HOBbIE  Pyc.

BapUaHThl Kak BeposiTHO matoreHHsle. O6HapyskeHHble AedpeKThl ObLIM
OTMedeHbI BO BCeX (PyHKIIMOHATLHO 3HAYMMBIX YACTSX FeHa, HO IITaBHBIM
06pas3om JIOKaIM30BaHBl B CAMOM NPOTsKeHHOM gomene benka FVII —
cepuHOBOIi npoTease. Y GOJBIIMHCTBA UCCJIEAOBAHHBIX MALUEHTOB re-
HeTHYeCKHe HapyLIeHUS! COOTBETCTBOBAJM IOKA3aTeIsIM aKTUBHOCTH
FVII: 25 nauneHTOB SABASINCD FOMOSUTOTHBIMY HOCHUTEISIMH MyTaLUA
nan xomnayHpamu (akrmeaocts FVII 0,1-10%). Us 13 rereposurot-
ubeix Hocuteneit y 10 akrusnocts FVII coorsercrBoBana oxxupaemoit
(3070%), opraxo nas 3 manuenTos Guiaa menbure 10%. ¥ 17 nanuentos
NATOTeHHBIX BApUAHTOB reHa I'7 He obHapyskeHo, Tem He MeHee s 11
U3 HUX MBI TPEATIONATAEM BIUSHUE HA AKTUBHOCTh (DAKTOPA CBEPTHIBA-
HUs GyHKIMOHATBHBIX MOAMMOP(U3MOB IPOMOTOPA U CEPUHOBOK Mpo-
Teasnl reHa F'7/, 3TU MAIUEHTHI SBJSIOTCS TOMO3UTOTHBIMU HOCUTESIMU
MWHOPHBIX aJIesIed JAaHHBIX TeHeTUIeCKUX BAPUAHTOB. TaK Ke BANSHIE
byHKIMOHANBHBIX TOAMMOPPU3MOB MOKET OBITH MTPUYMHON HU3KOH aK-
TuBHOCTH aKTOpa y MALMEHTOB C OAHON MyTalMeil B reTepO3UrOTHOM
COCTOSIHUM.

3axarouenne. Crnextp myTanuii rena I'7 orpajkaer TEeHAEHIMH, BbISB-
JIeHHBIE /ISl 9TOTrO FeHa B APYTUX cTpaHax. Boigenserca maskopnas (46%)
myTtauus — c.1391delC (p.Pro464Hisfs*32), cuennennas ¢ nonumopdus-
mamu rs36209567 u rs6046. OcranbHas gacTb creKkTpa — 9TO MyTaLuW,
BBISIBJIEHHBIE OJIMH WJIM iBa pa3a. | eHoTumnsr I'7 1OBOJBHO YETKO OTpaka-
1ot yposens aktusHoctu FVII. ['omosnurorHoe HocnTenbeTBO MUHOPHBIX
ananenen (i)yHKLU/IOHaJIbeIX nonnmopcbwsmos rena I'7 mMo)XeT CHHMYXaTh
nokasarenu aktusHoctu FVII.

Ceprees B. C.', TanoneHko M. H.!, Mapkenoe B. B.", Cennuknna [I. A.', benosexeu T. H.2, Topuakos A. A.', Kynemaunn C. B.2,
Wakuposa A. 1., NNenuk K. B.!, Monoea M. O.!, Kynarun A. 1.1

IN VITRO V1 IN VIVO CPABHUTEJIbHOE UCCJIEOBAHUE CBOVICTB T-KJIETOK C AHTH-CD19 XUMEPHBIM AHTUTEHHBIM
PEIIEITOPOM HA OCHOBE APXUTEKTYPbBI CD8H-T/CD28/CD3{YFF, OBECIIEYNBAIOINEN CHVDKEHHBIY NOTEHITUAJT
K AKTMBAIINN

"HAW OOTUT um. PM. Top6ayesoit MCTMETMY um. .M. Maenosa, 2MMKB CO PAH

Beepenue. B nenax obecneuenuss pocryna nauuentos B PO
k BbicokoaddexruBHoii u manorokcnunoit antu-CD19 CAR-T repanun
[ICIT6I'MY um. W.II. IlaBnosa B cocraBe KoHCOpLHMyMa aKaaemuye-
CKUX yupexaeHuil paspaborano npenapar antu-CD19 CAR-T nosoro
nokonenusi, PGCT-002. Kmiouesmimu ocobennoctsimu PGCT-002 ss-
JISLIOTCS MCIIOJIb30BAHNE APXUTEKTYPbl XMMEPHOIO AHTUTEHHOIO peLen-
ropa CD8H-T/CD28/CD3({YFF, obecneunsaiomero mnpenapary onru-
MaJbHbIi 6ananc 3 eKTHBHOCTH U TOKCUYHOCTH, & Takxe oboraienue
T-num¢ouuramu c T naive-like / T stem cell-like memory penorunom

Iens paGoTsl. PazpaboTka XMMepHOT0O aHTUTEHHOTO peIenTopa HO-
BoM apxurekTypsl ass npenapara autu-CD19 CAR-T PGCT-002.

Marepuanb u meroabl. Paspaboran ausaiiH u cuHTe3upoBaHbl 4
koHcrpykuun antu-CDI19 xumepnbix anturennsix peuenropos (CAR)
Ha ocHoBe FMC63scFv, He CKJIIOHHOrO K OMrOMEpH3anMK WAPHUPHOTO
u tpancmembpannoro gomena mosekyanl CD8a (CD8H/T) u pasauu-
HBIMU BapuaHTamu sHpolasmarndeckoro pomeHa: 2 CAR knaccuue-
cxoit apxurektypst — 4-1BB-CD3{ u CD28-CD3(, 2 CAR c usmenen-
HOIl CTPYKTYpOil SHIOIJIA3MATHYECKOTO IOMeHa — CD28-CD3(YFF,
B KOTOpOM B auctanbHbix motusax ITAM ocratku Tuposuna Gbuin 3a-
meHenbl Ha ocTtaTku ¢enunananuna, u CD28-FceRly. Kuouesbie na-
pamerpst T-xnerox ¢ pasusimu CAR cpasruBanuce B Tecrax In vitro

(MHTEHCHBHOCTb aKTMBaUMU NO cremeHu axcnpeccun mapkepa CD69,
LUTOTOKCUYHOCTb B OTHOLIEHUM KJETOK-MMILeHel, nponudepanus, ce-
Kpeuus: UMTOKMHOB) npu Kynbrusuposanun ¢ CD19* knerkamu nunaun
NALMSG6 u in vivo B TeCTE KOHTPOJISI POCTA OILYXOJIEBON MACChI y MbILIEH
aunuu NBSGW npu seenenun kierox munuu Raji-luc ¢ ucnonszosannem
NPUIKUBHEHHON BU3YaJN3alMY XeMUIIOMUHECLEH M.

Peaynbrater u obcyskaenue. Ilpu co-kyabrusuposanuu ¢ CDI19*
kaetkamu auauu NALMS in vitro T-numdountst ¢ CAR na ocnose 4-1BB-
CD3(, CD28:CD3{ u CD28CD3({YFF nponemoncrpuposamu cxonmbie
napameTpbl 9KCIAHCHM, IIUTOTOKCHMYECKON aKTUBHOCTH M CEKPELMH [{UTO-
kunos 11-2 u INFg, B o Bpems kax T-xnerku ¢ CAR CD28 FceR1y xapax-
TepU30BATUCH MO/IABJIEHHBIMHU CBOHCTBAMU K TIposudepaluy U CeKperun
nurokuHos. [Ipu sTom nnrencusnocts sxenpeccun (MFI) mapxepa axru-
Bauuu CD69 6buia cywecrsenno nmxe y T-numponuros ¢ CAR CD28-
FeeRlyn CD28 CD3(YFF, HOATBEPIKAAsk CHUYKEHHBIH MOTEHIIMA K AKTH-
sauuu B cpaBHennn ¢ CAR knaccuueckoit apxurextypst. B nccnenosannn
in vivo rectuposamucs T-xaerkn ¢ CAR 4-1BB-CD3(, CD28 CD3{ u CD28"
CD3({YFF. Bo Bcex cnyuasx CAR-T kierxu cyumiectBeHHO yBeanmduian
HpofoKUTeNbHOCTD sxusHu mbimeir NBSGW c npusuroii munueit Raji-luc
(14 nueit n 6osee) B cpaBHEHNM € KOHTPOJIeM (HETPAHCAYLIMPOBAHHbIE JIMM-
douuTs! OT TOrO K€ IOHOPA, rMbeJIb Beex XUBOTHBIX K 14-my anro). Ha 21-it
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neus nocite Beegenust CAR-T kunerku ¢ CAR CD28-CD3({YFF KOHTPOJIU-
POBAaJIM POCT OILy XOJIEBOM MACChI HA TOM )K€ YPOBHE MM JIy4iue T-KIeToK ¢
CAR knaccnueckoil apXUTEKTyPBI.

3axmouenne. Ms 4 recrupyembix xoucrpykumit CAR Bapuanr

c apxurextypoii CD8H/TM-CD28CD3{mut mnpopemoHCTpUpPOBAaT

ONTUMAJbHBIN 6atanc GyHKIMOHATBHBIX CBOHCTB (1 vilro vi in vivo: coxpa-
HeHuUe NOTeHLMAaNa K Mpoardepanny, LINTOTOKCHYHOCTH U CEKPELUU iU~
TOKWHOB {1 vilro, TOJABJIEHNI0 POCTA OILyXOJI€BOH MACCHI /2 ¢[00 HA yPOBHE
CAR knaccuueckoil apXUTEKTypbl, IpU 9TOM 0bsafas CHUYKEHHbIM T10-
TEHI(MAJIOM K aKTUBAall1UU.

Cepatok A. 1., Ouanos [. B., Kysneuosa B. C., fasbigoea B. [1., KopHees K. B., Jlebegesa B. O., Borono6osa A. B.

ONTUMUBAIINA KOHCTPYKIINU XUMEPHOI'O AHTUTEHHOT' O PELTEIITOPA, HAITPABJJEHHOI'O HA B-KJIETOYHBI AHTUTEH CDI19
®IBY «HMWLL rematonorum» Munsapasa Poccun

Beenenne. Ha nporsxennu nocnentero necatuieTus akTUBHO pas-
BUBAETCs HAIPABJEHME TEPAlUU 3/10KAUeCTBEHHbIX 3aboneBaHuil KpOBU
c ucnonbzosanuem T-tumdoruTos, MoAMGUIMPOBAHHBIX XUMEPHBIM aH-
turennsim penentopom (CAR). ITokasano, uro a1s pasnuuHbIx MuieHeR
Ha MOBEPXHOCTH OILyXOJIEBBIX KJETOK JLydlle HNOAXOAAT pasHble KOMOU-
HAaLMY AHTUTeH-PACIO3HAIOIINX U KOCTUMYJISITOPHBIX JOMEHOB B COCTABE
CAR, u xoncrpynposanue HoBbix nociegosareasnocreii CAR ne repsier
CBOEI aKTyaJIbHOCTH.

Iens paGoTsr. Mayuuts cuny akrusanuu T-kieTok npu ucnosnbssosa-
Huu pasnnunbix Bapuanros anTuCD19 CAR koncrpyxra.

Marepuanbt u meroasr. C HOMOLIBIO METOLOB MOJIEKYJISIPHOTO KJIO-
HUPOBaHUS ObLIM CO3JaHBl KOHCTPYyKLUMH, Kopupytowme antu-CDI19
CAR u umeomue B CTPyKType pasiu4Hble PELYJSTOPHBIE JJIEMEHTBL,
AHTUIeH-PACIIO3HAIOIUI, KOCTUMYJISATOPHBIA U LIUTOKWHOBBIA AOMEHBIL.
[TocpencTBom EHTUBUPYCHON TPAHCAYKIMM OBbLIM MOJLyYeHbl CTAOUJIb-
Hble MHUM peroprepHbix kaetok Jurkat E6-1 TPR, necymue uccneny-
embie CAR u rennt duryopeciieHTHbIX GelKOB MOA TPOMOTOPaMU TPAaHC-
kpunuuonnsix dakropos NFAT, NF B u AP-1. Crenens akrusanuu
ONpPENESIM METOAOM NPOTOYHOH LUTOMETPHUM TOCJIE KOKYJbTHBALMU
C KJIETKAMU-MHILIEHSIMHU, HECY IUMU Ha noBepxHocTH anturen CD19.

Peayabrarbl u oGcyskaenue. B paGore 6GbliM BhISIBIEHBI d/1eMeH-
Tl KOHCTpyKuuM, Heobxopumble ans nonyuenus CART-xnerounoro

HNPOAYKTA, JEMOHCTPUPYIOLIETO CHJIbHYI0 AKTUBALMIO B OTBET HA IIPEib-
SIBJIeHMe aHTUTEHHOTro cTumyJa. Tak, Hanbosee addeKTUBHBIM TpPOMO-
Topom sipasiics noanopasmepusiii EF-la. Takske Ob110 nposeneno cpas-
HeHue ueyoBeueckoro curnansHoro nentuga GM-CSFR ¢ curnansusim
nentugom mbimunnoro Igk u nokasano, uro axrusanus CAR cunbnee
npu Hamnuuu GM-CSFR. B kauectse anTureHpacnosHaromero gomena
paccmarpusanu scFv FMC63 u XS6, npuuem Gonbinit yposenb akTusa-
M HabJIo4any NPy UCIOIB30BAHUM NOC/eaHero. B To ske Bpems, piu-
Ha IMHKepa MexXAy uensmu scI'v He Bausana Ha cuny axruBaunu. Kpome
Toro, 6bL10 MoKasaHo, 4To KoctumynaropHslii gomen CD28 BrisbiBan 6o-
Jlee CUIbHYI0 AKTUBALMIO, YTO MOYKeT MOTEHI{MaTbHO TPUBOAUTH K TpUo6-
PeTEeHMIO KJIEeTKAMH UCTOIEHHOTrO (PeHOTUNA MPU AJTUTEILHON KOKYJIbTH-
Balluy C KJIeTKAMU-MUIIEHSI MHU.

3axurouenne. [IpencraBiennsie pesyIbTaTsl paCIIMPSIIOT IOHUMAHUE
pouu pasgnnuHbx fomeHoB B coctaBe CAR KOHCTPYKTOB 1 BOBMOXKHOCTSX
UX NpUMeHeHUs B KauHuveckoidl npaxtuke. Crenyromuii stan paborst
c ucnonbsoBannem CAR-T-knerox, nonyuennsix us T-tumdounros nepu-
dbepuueckoii KPOBH 3/I0POBBIX OHOPOB, MO3BOJUT U3YYUTH CIOCOOHOCTD
pasnnaabix CAR-T-kseTouHbIX IPORYKTOB K SAMMUHALMK OILyXOJIEBBIX
ksetok. Vcnonbsosanue >xe B xoncrpyxuuu CAR renos nposocnann-
TEJbHBIX LMTOKWHOB MOTEHLMAJBHO MO3BOJUT yBelnuuTh adpdexTus-
HOCTb IOA0OHOI UMMYHOTEpPATIHH.

CunsieB A. A., Monosa M. O., Porauesa O. A, Bnacoea IO. 0., Cuuprosa A. T, Bonpapenko C. H., Moucees U. C,, Kynarun A. 1.

KOJIOHU3AIIS TPAMOTPUIIATEJIbHBIMU BAKTEPHSMU C MHOKECTBEHHOW JIEKAPCTBEHHOM YCTOMYMUBOCTBIO
TP OCTPOM PEAKITU «TPAHCILUIAHTAT ITPOTHB XO3SMHA»

H JOMUT um. P. M. Topbaueson

Beepenne. PTIIX ysennuusaer puck u TsaxecTb MH(EKLHOHHBIX
ocnoxunenuii (M1O). Kononusauus rpamorpunarensusimu (I'O) Gakre-
PMSAMM C MHOXKECTBEHHOI JiekapcTBenHoi ycroitunsocteio (MJIY) kop-
pesupyer c Gosee Boicokoii yactoroii MO.

Heas paGoTsr. Usyuurs kononusanuio 'O baxrepusmu c MJIY y na-
nuentos ¢ ocrpoit PTIIX: snunemuonoruo, Bausaue na wacrory MO,
a Tak>Ke BJAMSIHUE Ha UCXO/bI.

Marepuanbt u meroasl. B nHamem nenrtpe mot nposenu ananus V1O
y nmanuenros ¢ PTIIX. PerpocnextuBhoe unccnegoBanue Briouen 131
B3pocabiit nauentos (tabi.) ¢ ocrpoit PTIIX nocae anno-TT'CK co me-
nuanoil nHabmonenus 513 nneit (22-2688). Ananus nposoauiacs B COOT-
BETCTBUU CO cTaTUCTHYecKnMHU pekomeHpanusmu EBMT.

Peayabrarel u obcysxaenne. Kymynarusnas uacrora (KY) 6Gax-
repuansubix undexuuit (BU) cocrasuna 39,6% (95%AUN 31,3-479).
B muorodaxroprom ananuse mopasxxenue XKT mpu ocrpoit PTIIX
yeeauuusaer puck bI: OP 2,8 (95%/1U 1,4-5,9), p<0,01. A cpeau Beex
N0, ronsko BU B rpynne oPTIIX snaunmo Binsau nHa 06u1y10 BBIDKHBa-
emocts: OP 2,9 (95%/[1U 1,6-5,5), p<0,01. Yacrora kononusanuu ESBL-
npopyuupyomumu 'O bakrepusimu cocrasuna 75,5% (2=99), CPE —
32% (n=42). IlpeumywecrBenno npeacrasiena K. pneumoniae (n=52,
53%) u E. coli (n=15, 16%). K4 I'O Gakrepuansubix undexuuii 28,2%
(95%41 20,8-36,1), ocrosroit Bosbyaurens — K. pneumoniae (n=27, 71%).
Kononusauus ESBL-nponyuentamu snaunmo ysenunuusaer K4 I'O 6ax-
repuansubix undexunit: 33,3% (95%/AU1 24,3-42,6) nporus 12,6% (AU
95% 3,9-26,2), p=0,0192. Tax >xe kak u konouuzanus CPE: 42,9% (95%/111
27,8-57,1) nporus 21,3% (95%AM1 13,5-30,3), p<0,01. K4 I'O undexumit
kposoroka (MK) cocrasuna 12,9% (95%AU 7,9-19,3). Bausnus xomo-
muzauuu ESBL (p=0,18) u CPE (p=0,16) na K4 MK ne obuapysxeno.
Oruonorus npeacrasiaena K. pneumoniae (n=14, 82%), P. aeruginosa (n=2,

12%), Acinetobacter sp. (n=1, 6%). Cpenu nanmenros ¢ MK (2=17, 100%):
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COBHajleHHe MO KyJIbType MeskAy BosOyaurenem u xosonusauueid B 10
us 17 cayuaes (59%); conanenne mexanusma pesucrentHocru: 8 us 17
(47%); cmeptb ot cencuca B 16 us 17 cnyuaes (94%). Kononusauua CPE
3HAYUTEbHO yBEJIMUYMBAET |-TOAMYHYI0 GE3pEeLUANBHYIO JETaTbHOCTB:
38,4% (95%W1 23,9-52,8) nporus 20,3% (95%AU 12,7-29,3), p=0,0286.

3axmouenne. Kononusauus 'O bakrepusmu ¢ MJTY snauumo saus-
er na K4 I'O 6axrepuanbubix MH(i)eKunf/i, so He Bausier Ha K4 UK; ko-
nonusauust CPE snaunmo ysennuusaer lroguunyio 6espenuansuyio je-
TaJIbHOCTb.

Tabanua. XapakTepucTMKa NauUMEHTOB
Tpynna octpoit PTMX (n=131)

N %
Bospacr, meamnana 37(18-67)
MyxumHe! 64 48,9
KeHwuHsl 67 51,1
Craxpapt 85 64,9
Tepanus «cnaceHus» 46 35,1
[Noxop

Haplo 24 18,3

MRD 17 13
MUD 53 40,5
MMUD 37 28,2

Uerounnk CK
PBSC 100 76,3
BM 31 23,7
PeXuM KOHAHLMOHUPOBAHMS

114 87

MAC 17 13

Crenens PTNX

2 63 48

3 55 42

4 13 10

Follow-up, meanara 513 nHeit (22 — 2688)



Mpunoxenne 1

CknsHHas E. B, Batrytnn H. T.!, 9nb-Xatn6 M. A", Kappawesckas J1. 1., Makapoea M. B.?

PE3YJIBTATHI JEYEHKS BOJBHBIX JUO®Y3HON B-KPYITHOKJIETOYHOM JUM®OMON HU3KOI'O M1 HU3KOT'O
I[TPOMEXKYTOYHOTI'O PUCKA ITPY TPUMEHEHUUN KYPCA XUMHUOTEPAIIM R-CHOP

'®IBEOY BO «[loHeukuit rocyaapcTaeHHsii meanumHckuii yrnsepcute umern M. fopskoro» Munaapasa Poccuu, ?PIBY «MHCTUTY HEOTNOXHOM 1 BOCCTAHOBUTENLHOM XMPYPriu
nmenn BK. Tycaka» Munsgpasa Poccuu

Beepenune. Hecmorps Ha paspaboTky coBpeMeHHBIX XMMUONpenapa-
TOB M MOHOKJIOHAJIBHBIX AHTUTEJ 4aCTOTA MEPBUYHO PE3UCTEHTHDIX JINM-
dom, a Taxske penuMBOB ocTaeTcs BHICOKOH. [ 1o naHHBIM pasHBIX aBTOPOB
4acTOTa EpBUYHO peaucTeHTHHIX Gopm AuddysHoit B-kpynHokaerounoii
aumdomsl konebaercs or 32 no 65%, a pannux penuausos ot 12 no 30%.

Ilens paGorel. VMsyunTs yacToTy paHHMX PELMANBOB U MEPBUYHON
pedpakreproctu y 6onpubix auddysnoit B-xpynnokaerounoit mumdo-
moit (JIBKKJI) Huskoro m HM3KOro mpome>KyTOYHOrO PUCKa HpU IPU-
meHeHuu Kypca xumuorepanun R-CHOP.

Marepuanst 1 meroasl. Dbuim nmpoaHanusMpoBaHbl pesysIbTAThHI
repanuu 1-it nunnn y 30 nanmenros ¢ JIBKKJI, naxopusmuxcs na cranu-
OHAPHOM JIEYEHUH B OTAEJIEHUU OHKOremaroyornu ais B3pociasix PI'BY
«MHBX um. B.K. I'ycaka» B nepuog c suaps 2018 r. no nexabps 2022
r. Cpennuit Bospacr nauuenrtos cocrasua 42 (35; 60) ropa, mysxunn 19
(63,3%), >xenmun 11 (36,7%). Bee nanmenTsl nepes Hadasiom iedeHu st Mme-
au nuskuit (9 wenosex/30,0%) nan Huskuii npomesxyrounstit (21/70,0%)
MHAVBHUAYAaJIbHBIA PUCK PaHHero nporpeccuposanust. Koneunsimu tou-
KaMU MCCJIe/I0BaHUs ObIM NPUHATHI PELMANUB 3a00JeBaHUs B TeyeHHe
1 roma u orcyrcrBue addexta OT MpoBOAUMOI Tepanuu nocie 4 Kypcos
XMMUOTEPATINN.

Peayanbrarsl u 06cyxaenue. 3a Bpems HabIIOEeHUSI KOHEYHBIE TOU-
ku 6bu1n 3apeructpuposanbl y 14/30 naumentos (46,7%, 95%11 28,7
65,1%). Cpeau maumeHTOB C HUBKMM PUCKOM ObL1O 3adurcuposano 4/9
rxoneunsie Touxu (44,4%, 95%[1U 11,5-80,6%), uto snaunumo He oTimya-
JIOCh OT HALMEHTOB ¢ HUBKUM HpoMexKyTodHbiMm puckom — 10/21 (47,6%,
95%/1 25,9-69,8%), p=0,812. Hacrora paHHUX PELUAMBOB COCTaBHJIA
3/30 (10,0%, 95%/11 1,8-23,7%), nons B CTPyKType KOHEYHBIX TOUEK —
3/14 cnyuaes (21,4%, 95%/1W 3,74-8,56%), Bce onm GblIM OTMeUeHDI y na-
LYEHTOB C HUSKUM [IPOMEXKYTOYHBIM PUCKOM, 4TO, OAHAKO, B CBSI3Y C He-
6osb1IMM 06bEMOM BbIGOPKM He MOKA3aJ0 CTATUCTHUYECKON 3HAYMMOCTH,
p=0,5673. Yacrora nepsuunotii pedpaxrepuoctu — 11 /30 (36,7%, 95%/ 11
20,0-55,2%), B ciyuae HUBKOro MHAMBUAYaJIbHOTO pucka — 4/9 Koneu-
uste Touxu (44,4%, 956%AM 11,6-80,6%), Huskoro mpomeKyTOIHOro —
7/21 (33,3%, 95% A1 14,3-55,8%), p=0,874.

3axaiouenne. Y 6onpupix [IBKKJI nuskoro m nuskoro npomesy-
TOYHOro pucKa npu npumeHenuu kypca xumuorepanuu R-CHOP uacro-
Ta panHux peunausos cocrasuia 10,0% (956%/111 1,8-23,7%), nepsuunoit
pedpaxrepnoctu — 36,7% (95%AM 20,0-55,2%). docrosepHbix otiu-
M MEXAY NALMEHTAMHU C HUBKMM M HUSKMM IIPOMEXKYTOYHBIM MH/UBH-
AyasbHBIM PUCKOM BhIsIBIEHO He 6bu10, p=0,573 1 0,874 cooTsetcTBEHHO.

Cob6onesa O. A., Hukndoposa K. A, Tansueea U. B., Menunkan A. J1., Dannwsn K. U.

CYBHOHYHﬂHHOHHbIPUI COCTAB JINM®OILIUTOB ¥ B3POCJIBIX ITATMEHTOB C [IEPBUYHON NUMMYHHOI TPOMBOHI/ITOHEHI/IEIZ
DIeY «HMUL rematonormm» M3 Poccun

Beepenue. Ilatorenes mnepsuuHoil MMMyHHOI TpombGoLUTONEHUN
He 0 KOHLA usydeH. VIMMyHHas TPomMOOLMTONEHUS pacCMaTpUBaeTcs
KaK CUHZPOM C Pa3iUYHBIMU BEAYI[MMHU TIATOTeHeTHdeCKuMK dakTopa-
mu. B nocnepnux paborax Bee Gonbiuee BausHue yaensor T-kaeTouHomy
UMMyHHOMY OTBeTy. J¢(EeKTUBHOCTb CIUIEHOKTOMUM OCHOBBIBAETCS
Ha y/aJeHUM MeCTa paspylIeHUs] TPOMOOLUTOB U MOJABIEHUN AYTOMM-
MyHHOTO ITpoLecca.

Ieas paborer. OxapakTepusoBars CyOMONy ISLUOHHBIE COCTAB JUM-
dounrtos u yposenn ¢urcuposannoro C3 KOMNOHeHTa KOMILIeMeHTa
y HalMeHTOB C MMMYHHOIl TPOMOOLUTONEHYEH A0 U MOC/IE BBINOMHEHUS
CILJIEHOKTOMU U

Marepuannst n meropst. B nccnenosanue BrioyeHo 25 nmauneHTos,
coorHowenune mok cocrasuino 1:1,8, menuana sBospacra 34 ropa. Bee na-
LMEHTbl COOTBETCTBOBAIN KPUTEPHUSIM AMATHO3A IIEPBUYHOM MMMYHHOH
rpomboruronenuu. Vecnenosanue puxcuposannoro na rpombonnrax C3
KOMIMOHEHTa KOMIUIMMEHTA U CyOHNOMyJISILIMOHHOrO COCTaBa JMMQpOLUTOB
IPOUSBOAMIN METOOM IPOTOYHOH HUTO(ILYOPUMETPUM /O CIIIEHOKTO-
mum, yeped 5—7 nHell 1 yepes 3 mecsiLa MOCJIE ONEPATUBHOIO BMEIIATEb-
cTBa. B kauecTBe rpynnel cpaBHEHUS MCIONB30BAINCH AAHHBIE 3[,0POBbBIX
BOJIOHTEPOB (7=55), rpymNIbl GBLIM COMOCTABUMBI MO NMOJY U BO3DPACTY.
HcenepoBanue npoBoANIN METOAOM MHOTOLIBETHON IIPOTOYHOM LINTOMET-
PUU ¢ MCTOb30BaHMeM 6-1[BeTHOTO MpoToyHoro nutodmyopumerpa BD
FACSCanto IT (Beckton Dickinson, CIITA).

Peaynbraret u  obcyxkpenue. VImMmyHnoperyasTopHbslil  MHAEKC
(CD4*/CD8") 6b11 Hue y NaUMEHTOB ¢ UMMYHHOI TpombouuToneHnel
IO BBIIIOJIHEHUS! CIJIEHOKTOMUU IO CPABHEHUIO C TPYIIION 3A0POBBIX HO-
nopos (1,64 nporus 1,97, p=0,023). Koanuecrso natypaabHbix K11epoB
(NKkserok) y mauueHToB ¢ MMMyHHOH TPOMOOLMTONEHUEH 10 BBIIOJI-
HEHMS! CIUIEHOKTOMMHU OBLIO JOCTOBEPHO HMIKE 110 CPABHEHMIO C TPYIIION
anoposeix goropos (0,09 mporus 0,22x10%n, p<0,0001), uro cornacyercs
C aHHBIM ApPYTUX uccaenoBaTeabckux rpymnmn. Pors NK-kaerok B maro-
reHese UMMYHHOH TpombonuTonenuu He onpeseiena. IIpeanonaraercs,
4TO WX CHUIKEHHE MPOBOLUPYET CPbIB TOJEPAHTHOCT U PasBUTHE

ayroummynHoro npouecca. Ha 5-7-e cyrku u uepes 3 mecsina mocie
CIJIEHO9KTOMUM OTMEYaJsoCh BOCCTaHOBJeHMe koanuecTBa NK-kirerox,
Gosiee 3ameTHOE NpHM HAJMYMKU OTBETA Ha CIJIEHO9KTOMMIO. Kommuectso
T—peryﬂﬂTOprlX KJIETOK A0 CIIJIEHOKTOMMUWU y IHanueHToOB C VlMMyHHOI‘)’[
TpomGoLuTONneH el GbILIO HECKOJIBKO BbILLE 10 CPABHEHUIO C KOHTPOJILHOM
rpynnoii spoposeix aonopos (0,05 nporus 0,03x10%x, p=0,0362), wo ot-
MedveHa BbICOKasl JUCIepCHs Nnokasareseil B rpynne nauuentos. Otmeven
Gosee Bbicokuit yposenb C3 KoMmoHeHTa KOMIIeMEHTa HA TPOMOOLUTAX
HNaLMEHTOB C MMMYHHON TPOMOOLMTOIeHNE O BHIIIOJIHEHUS CILIIEHOKTO-
MUHM 10 CPaBHEHMIO KOHTPOJbHOU rpynno#t (2,9 nporus 2,36, p=0,0087),
npuvem OTMeYeHa TeHAeHIMs K bosee Boicokomy yposHio C3 komnoHeHTa
y MaLMeHTOB C OTCYTCTBUEM OTBETA Ha CIJIEHIKTOMMIO. Bricokas crenenn
AMCIIepCUM MOKasarelieii cybnonynsnuontoro coctasa aumdonuros u C3
KOMIIOHEHTA KOMILIEMEHTA y MallMEeHTOB C UMMYHHOMN TpombouuToneHueii
MOJKET CBU/IETEIbCTBOBATh 00 UX MaTOreHEeTHYeCKOi pa3HOPOLHOCTH.

3axmouenne. Vccaenopane mexaHU3MOB UMMYHHOI TPOMGOLUTO-
MeHUU SIBJISIETCS ePCIEKTUBHBIM /ISl OA60pa NaToreHeTHIeCKU 060CHO-
BaHHBIX METOMOB JEUeHHSI.
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nauuentst ¢ UTTT rpynma cpasHeHuA naupents ¢ UTIT rpymna cpaHers
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TPAHCIIJIAHTALIA AJVIOTEHHBIX TEMOIIOTUYECKUX CTBOJIOBBIX KJIETOK B ITIPOTPAMMHOM JIEUEHUI
MHOXXECTBEHHOUN MUEJIOMBI BBICOKOT'O PUCKA (ITEPBBIE PE3YJIbTATBI ONHOLIEHTPOBOI'O UCCJIEAOBAHN )

DreY «<HMULL rematonorums Munsgpasa Poccunu

Beenenne. Buenpenune B KIMHNYECKY0 TPAKTUKY MHHOBALMOHHBIX
metonos Tepanuu MM nosbicuau sddexkTUBHOCTD NedyeHus, yBeaudnus
npogosxurensHocts OB no 58%. Bmecre ¢ rem MM Bbicokoro pucka
npejcTasiseT coboii CI0KHY0 TepaneBTUIECKYI0 3a/ady, XapaKTepusy-
eTcs KpaliHe HUBKMMM IapameTpamu BbDKMBaemoctu. Vsyuenue posun
anno-TT'CK B nmporpammuom sedennn MM Bbicokoro pucka siBiasercs
aKTyaJbHOM 3a1adei.

Iexs pa6orer. Omnpenenuts gacrory PTIIX, cBssannyno ¢ ax-
10-TI'CK neransuocts, mponomxurensuocts BBIT u OB 6onpapix MM.

Marepuans u meroast. 21 6onsroit MM B Bospacte 27-59 ner (me-
nuana 41), nonyumusumx aano-TT'CK 2013-2023 rr., 6b11n BrIOUEHDL
B onHoueHTposoe uccaenosanue. Cranus sabonesanus no cucreme D-S
Ha MOMEHT AUarHOCTUKHM pacueHena kak | — y 2 6onpupix, 11 — y 1, 111 —
y 18 Gonbubix. Bricokuit unrorenetnyeckuii puck 6b11 Boisisaen B 7 (33%)
cayuasx. Mennana xoamuecrsa nmunuit repanuu go awno-TT'CK cocra-
suna 2 (1-4). Ayro-TI'CK no Bbinonnenus amno-TT'CK Beimoansnacs
90% Goabubix MM. Ilepen sononnenuem anno-TT'CK nocruxenne ITP
koHcraruposano y 4 6oabubix, OXYP — B 8 ciyuaax, UP — y 7 60oub-
HBIX, MUHMMAaJbHBII OTBeT 1 nporpeccus — 1o 1 cayuato. Amno-TT'CK
OT POACTBEHHOTO MOMHOCTBIO coBmecTumoro HLA-uaenTnunoro nonopa
BBINIOJIHEHA 12 manumeHTam, OT POACTBEHHOrO TallJOMAEHTHYHOrOo — 9
Goabubim. [leTanbHas xapakTepucTHKa NpeACTaBiIeHa B Tabl.

Pesyabrars u OGCy)K}leHI/Ie. Ha moment ananusa >xusst 17 601bHBIX,
16 (94%) 13 HUX COXPAHSAIOT PEMUCCHIO TPOOJIKUTENbHOCTHIO OT 1 10 126
mecsiues. ¥ 2 6oabHbIX Oblia MarHocTuposaHa nporpeccus yepes 14 u 18
mecsues nocie awuto-IT'CK. Cmeprs koncraruposana B 4 cayuasx — 2
ot undekMOHHbIX ocaoxkHeHul, | — pedpakrepnas PTIIX, 1 — npo-
rpeccuss MM. Jleranbuocts, ceszannas c anno-TT'CK, cocrasuna 14,3%.
Ocrpas PTIIX xoncraruposana B 7 (33%) cnyvasx, npu aTom B rpyn-
ne poxcreenHbix nonHoctsio HLA-coBmectumbix anno-TI'CK wacrora
oPTIIX — 42% nporus 22% B rpynme ranionfieHTUYHbIX POACTBEHHBIX
anno-TT'CK. Iocne Bernonuenus anno-TT'CK myqmmit nporusoomyxosne-
Bl oTBeT Gbln npencrasaen: clIP — y 14 (78%) Gonpubix, [IP — B 2
(11%) cayuasx, OXYP — y 2 (11%) Goabubix. Pucynok namocrpupyer
napamerpst BBIT u OB 6onbusix MM nocae anno-TT'CK. 2-nernsis BBIT
GOJbHBIX HE3aBUCHMMO OT TUIA AoHOpa coctasuia /4% (mepnana e mo-
CTUTHYTa), MeAAUaHa JIMTENbHOCTH HabII0eHUS 3a BOIBHBIMM TIOCIIE aJl-
10-TI'CK o1 popcTBeHHOr0 MOMHOCTBI COBMECTHMOrO JOHOPA IPEBbILLIA-
er 8 ner, 10-netusa OB B aroit rpynne cocrasuna 74%.

3axiouenne. Tpancnnanranus anno-I'CK npu MM Bricokoro pucka

MOXKET PACCMATPUBATBLCS B KAUECTBE OJHOIO U3 METOROB Tepanuu: B 67%
ciyuaes Habmoganocs yriybanenue orsera no clIP. Ilpoponsknrensuocrs
BEII npeebimaer 70% B tewenne 10 et
nabmonenust nocae awto-ITT'CK. Yacrora
passurtus oPTIIX 6b11a Bbile npy BoIIO-
nenuu anno-TT'CK or popcrsennsix HLA-
WAEHTUYHBIX [OHOPOB IO CPaBHEHMIO
C TalUIOMJEHTUIHBIMU POJCTBEHHBIMM [0~
HOpamu. DTO MO>KeT OBITh CBA3AHO C PEKUM
npodunaxruxu PTIIX, nperepnesuum cy-
IeCTBeHHbIe U3BMEHEHUS B TIOCJIeTHIE TO/bI.
Jletanpuocts, cBszanHast ¢ asto-1['CK
y 6onbabix MM cocrasuaa 14,3%. Ilepsoie
PeaysbTaThl AUKTYIOT HEOOXOAMMOCTD PO~
HoJKeHus: uccienosanus apdeKTUBHOCTH
amno-TI'CK B coBpemennom anropurme
tepanuu MM Bricokoro pucka, BkJOuas
BBIIIOJIHEHME TPAHCIUIAHTALIUU OT TaILIOH-
IAEHTUYHBIX POJCTBEHHBIX JOHOPOB.
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Tabnuua. Knunuyeckas xapaktepuctika 6onbHbix MM, BKNtOYeHHBIX B mc-

cnefnoeaHue

Mayuaemble napameTpel

aowop (n=12)
Bospacr (ner), MeANaHA U Anana- 40(27-58)
30H 3HAYEHHA
Mon (m/x) 8/4
Crapms no ISS:
| 2
I 3
1l 3
Het aanHbix 4
Lurorenetuyeckuit puck:
CTAHAAPTHBIA 5
BLICOKHH 2
double/triple hit 1
Het naHHbIX 4
KocTHas nnasmoumtoma 3(25%)
AyTo-TICK B aHamHese 11(92%)
Konuuecteo nnkuit Tepanuu
no anno-TICK 2(2-4)
Mpotusoonyxonessiii oTseT
nepeg anno-TICK:
cnp -
ne 2(16,7%)
OXYp 3(25%)
4P 5(41,6%)
MO nnu nporpeccus 2(16,7%)
TpumeHeHMe TapreTHbIX Npenapa-
o8 neped anno-TMCK:
bopresomn6 12 (100%)
TNewanupommna/Tanupommua 11(91,7%)
[Naparymymab -
Maatykcumab 2(16,7%)
Momanuaomua, 3(25%)
Ukcasommub 1(8%)
Kapdunsomnb -
PeXuM KOHBMUMOHUPOBAHHS:
FluBUATG 8
FluBu 4
MelTreoFly -
Cxema npodunaktuku PTIX:
Unknodocdan (D) 8
LI®+ unknocnoput + mukoderona-
Ta ModeTnn 4
Putykcumab + Tounnmsymab+
abatauent -
Yacrora koncrataumu PTMX:
ocTpas 5(42%)
XpOHHYecKas 6 (50%)
Peunans MM 2(16,7%)
CmepTsb 2(16,7%)

HLA-MBeHTUYHbIA POACTBEHHBIA

[annouaeHTMYHbIA POACTBEHHDIA
aokop (n=9)

46(28-59)
4/5

AN —

WNNN

5(55,5%)
8 (89%)

2(1-4)

1(11%)
1(11%)
5 (56%)
2(22%)

9(100%)
7(77,8%)
4(44%)
1(11%)
3(33%)
2 (22%)
1(11%)

2(22%)
1(11%)

0
2(22%)
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Conosbeea M. B, Conosbes M. B., AkyTuk U. A, Bupepman b. B, Pucunckas H. B., Hukynuna E. E., O6yxoea T. H., Cynapukoe A. b.,
Menpeneesa J1. M.

ITOTEPSA TETEPO3UTOTHOCTH I MYTAIIMIM B TEHAX RAS-ERK-KACKAJIA B OITYXOJIM PA3JTMYHOM JIOKAJT3AIIAN
TP MHOKECTBEHHOY MUEJIOME

PreyY «<HMULL rematonorum» Munsgpasa Poccum

Beenenue. Vsyuenne moseKy s pHO-T€HETMYECKON XapAKTEPUCTUKU
KJIETOK B PA3JMYHBIX 04arax OILyXOJEBOIO POCTa SABJSETCS AKTYAIbHBIM
HanpasieHuem npu mHoxkecrseHHon muesnome (MM). IlpeacraBaserca
Ba)xHBIM uccaegoBanue norepu rereposurornoctu (I1I) u conocrasie-
HMe JaHHBIX C MyTaunoHHbiM cratycom reHoB RAS-ERK-kackana u nu-
TOreHeTH4eCKUMHU abeppanusmu.

Iens paGorsl. Vccnenosars norepro reTepo3UroTHOCTH U MyTalUu
B renax KRAS, NRAS, BRAF B cyb6erpare onyxosu pasaudHOIl JIOKalu-
sauuu npu MM.

Marepuans u meToabl. B ognonentposoe nccaenosanue ¢ okrsbps
2021 no urons 2023 r. Bkmouen 91 nanumenT ¢ cumnromaruueckoir MM
(37 mysxuun, 54 sxenuwunsl) B Bogpacte or 35 g0 84 ner (mepnana —
58). Ilposeneno FISH-nccneposanme CD138+ kmeTok xocTHOro mosra
c ucnoassosanuem [JHK-sonnos nna eisaaenus rpancaoxaunii 14932/
IgH, 8q24/MYC, neneuunit 17pl3/TP53, 13ql4, 1p32, amnauduxauun
1g21 u muoxecrsennbix Tpucomuit. [1pu obnapysxennu t(4;14), t(14;16),
dell7pl3, amnaudukanmu 1q21 GonpHOro oTHOCHIM K IPyTIIe BHICOKO-
ro pucka. Beuna seienena [IHK us obpasuos onyxonu pasnuunoii Jo-
kammzanuu: CD138+knerku xocrroro mosra, cu/IHK, naasmonuroma
kocrHas (2=10), sxcrpamenynnspuas (2=6). B pasnuunbix obpasnax
onyxonu onpepenstin I1I' u myranun B renax KRAS, NRAS, BRAF.
STR-npoduas IHK us noayuennsix o6pasuos uccaenoBaau OTHOCH-
reasno STR-npoduna xourponsuoit THK, Beipenennoit us 6yxkaabHo-
ro snurenus, merogom mynbrumiaekcHoi STR-ITIIP npu nomowmu Habo-
pa COrDIS Plus ¢ nocaenyiomum pparmentasim ananuzom. MyTanuu
B reHax KRAS u NRAS nsyuanu meronom cexsenuposanus no Conrepy
U METONOM BBICOKOIPOM3BOAUTENBHOIO cekBeHMpoBaHus. Myrauuio

BRAF V600E onpenensinu metogom annens-crnenuduunoii [1LIP B pe-
aJIbHOM BpEMEHHU.

Peaynbrars u 06cyxaenue. AbeppantHsie jgoxycs ¢ I1I7 onpepes-
auch Bo Beex caydasx B JJHK maasmounromer, y 71% 6GOMBHBIX B KOCT-
HOM moare u 'y 56% naumenros B onmyxonesoit cu/IHK. Myraunn B re-
nax RAS-ERK-kackana soissnenst y 41% nanuenros ¢ MM. Iposenen
anauus napbix obpasuos omyxonu (cu/IHK n CD138+ kaerku xocrHoro
mosra) 39 nauuenTos c srnepsble auarnoctuposannoil MM. ¥V 21 6onbHo-
ro B KOCTHOM MO3re 0bHapy>KeHbl MyTalM¥ KaKOro-1ubo u3 Tpex reHos,
npu atom y natu nauueHTos (24%) anasornuHble MyTanuu BbISBJIEHBI
u B napHom obpasue onyxosesoit cu/{[HK B nnasme. B 4 cayuasnx soiss-
nensl mytanun B renax KRAS n NRAS B onyxonesoit cu/IHK B nnasme
[IpM OTCYTCTBUM TAKMX XK€ MyTalMi B KOCTHOM moare. [ [poananusuposan
MyTaLMOHHBIA cTaTyc Tpex reHos B 16 obpasuax naasmouurtom (10 —
KOCTHBIX, 6 — 9KCTpameAy UIIpHbIX). B 0bpasuax KoCTHBIX maasmouu-
TOM BBISIBJISLIUCH ToJbKO MyTauuu B rene KRAS (30% cnyuaes), a B obpas-
LaX SKCTPaMeNYJIS PHBIX IIJIa3MOLUTOM — TOJBKO MmyTauuu B rene VNRAS
(60% cayuaes). Y 36% Gompubix ¢ mytauusmu B rene KRAS o6napysxe-
HbI LLUTOreHeTHYecKue abeppauuu Boicokoro pucka. [Ipu atom B cnyuasx
BbisiBIeHus myTanuil B ree NRAS npusnaku muenomer Beicoxoro pucka
(unToreHeTnveckue abeppauuu BBICOKOTO PHUCKA/3KCTpPaMeLyJLIspHOE
nopakeHue) onpenensaucs y 66,7% 6oabHbIX.

3axmouenne. [Ipu Boisnenun myranmii B renax VRAS, KRAS, BRAF
B KOCTHOM Moare y 24% GosbHBIX aHAJIOrMYHbIE MyTalUK AETEKTUPYOTCS
u B onyxosesoii cu/IHK B nnasme. [Ipocaesxena rennennus k 6onee yacro-
My 06Hapy)i<eHl/I10 l‘lpI/ISHaKOB MHUEJIOMBI BBICOKOT'O PI/ICKa l_lpl/[ HaJIU4YUU My'
tanuu B rere VRAS no cpaBrenmio ¢ mytupoBanHbiM crarycom reHa KRAS.

Cypetkos A. A. Open E. B, fisupHebik B. H., lkoenesa E. B., Jluxaueea E. A., Actpybuneukas O. U., Aumutpueea O. C., Anapees H. B.,
3osyns H. U.

IMPUOBPETEHHAS TEMO®UJINA: PEAKAS ITPUYNHA ITOCJIEPOJIOBOI'O KPOBOTEYEHU A
PreyY «<HMUL, rematonoruun» Munsgpasa Poccum

Beepenue. Ilpuobperennas remodpuaus (I1I') — peakas xoaryso-
naTtus, ofycJOBJEHHAs CIHOHTAHHBIM OOpPa3OBAHMEM MOJMKJIOHAIBHBIX
anturen (uaruburopos) k suporentomy FVIII, uro kaunnvecku nposs-
JIsIeTCsl OINaCHBbIMU OJIsI XKU3HU KpoBOTequMﬂMVI y IHanureHTOB 683 l‘Ipe}l-
LIECTBYIOLMX HapylleHUii reMocTasa B aHaMmHeae. Eoxeroanas sabosesa-
emocts I1T" Bo Bcem mupe cocrasnser 1-4 ciyuas Ha 1 munH. Hacenenus,
cpenn xkoropbix /—11% npuxopnres Ha naumnenTok ¢ nocaeponosoit [11N

Iens paGorsl. IlpenctaButh pesynbraThl KIMHUKO-Ta6OPATOPHOrO
obcnenoBanus U edeHus NalMeHTOK ¢ nocaepogosoit I1T.

Marepuannt u meroasl. B uccnenosanue 6o110 Bratodeno 18 sxenuun
B Bospacte ot 19 1040 net (meauana — 30 seT) ¢ auarnozom nocsaepogoBas
I1T; xoropsie nHabaoaanucs 8 ODI'BY <(HMMUI rematonornn» Munsgpasa
Poccun 8 nepuon ¢ 2007 o 2023 r. [{narnos ycranaBinBaJcst Ha OCHOBA-
HUU BIIEPBblE BOHUKILIErO T€eMOPPATMYECKOTO CHHAPOMA B TeYEHHE rofa
MOCJIE POJOB, KOTOPBIH coveTascs ¢ usoanpoanubim yanuaeanem AUTB,
cumkennem aktusHoctu FVIII <60% u nannumem nmuruburopa FVIII
20,6 BE. Tsaxxectb remopparnueckoro CMHApPOMA IO XapaKTepy U Bbl-
Pa’KEHHOCTHM KJIMHUYECKUX TMPOSIBJEHUN OLEHWBAJACh B COOTBETCTBUU
¢ xnaccudukanueii BO3 no aBym 0606uIeHHEIM KPUTEPUSM: He3HAUHU-
TesbHblE (JlerKue U yMepeHHble) U Tskesble (DoJblune U JKM3HEYTPOIKA-
I0lMe) KPOBOTe4eHMs. Pemuccns KoHCTaTHpOBasIach IpU AOCTHIKEHUU
axtusnoctu FVIII 250% u turpa unruburopa FVIII <0,6 BE.

Peayabrars u 06cysxaenne. Bpems 10 Bo3sHUKHOBeHM S MEPBBIX KJIH-
Huyeckux nposisienuit y 16 (89%) naumenrtok cocrasuio or 0 go 4 mec.
nocie popos uy 2 (11%) nanuenrox — 6 u 8 mec. (meguana — 1,56 mec.).
Hebror remopparnueckoro cunapoma y 11 (61%) nanuenrox nabnopancs

nocie nepseix ponos, y 5 (28%) — nocue sropeix uy 2 (11%) — nocae
TpeTbux. Bpems oT mosBJeHUS MEpPBbIX CUMNTOMOB [0 Bepuduranuu
nuarsosa cocrasuio ot 1 go 40 ven. (megnana — 4 men.). Knunuueckas
KapTHHA [Pe/CTaBJeHa FeMaTOMHBIM TUIIOM KpoBoTounsoctu y 13 (72%)
SKEHIIWH, PeKe OTMeYaICh MaTo4Hble KpoBoTeueHus: — y 8 (44%), axxu-
mosbt u nerexun — y 5 (28%), remarypus — y 1 (6%), xpoBoTounBocTs
necen — y 1 (6%), nocosoe kposoreuenne — y 1 (6%) u remaprpos — y 1
(6%). Taxxenvle kposoreyenus serpedanucs y 11 (61%) nanuenrtok, ne-
snaumnrensuole — y 7 (39%). Axrusnocrs FVIII Bapsuposana B gnanaso-
ue ot 0,1% no 5,4% (mennana — 0,9%), rurp unruburopa FVIII — or 1,6
BE no 1740 BE (meanana — 25 BE). Ormevasoch yBenuyeHue KoHLeH-
tpaunu vVWF y 11 (61%) obcnenosannbix. unamuueckoe nabaonenue
nposopuiocs 3a 12 naumentkamu. Y 5 (42%) GblIa KOHCTaTHpPOBaHa
CTIOHTaHHAasl pemuccusi Ha (OHE TOJNBKO remMOCTATMYeCcKoi Tepanuu. Y 7
(68%) mo npuumHe pocra TUTPa MHrMOUTOPA M NPOIPECCMPOBAHUS Te-
MOPpParu4eckoro CHHAPOMa MNPOBOAMJIACH JPAJUKALMOHHAS Tepanus.
TepanesTuueckas pemuccust 6biaa gocrurnyra y 6 us 7 (86%) sxeHiuH.
[NanueHTke ¢ pe3UCTEHTHBIM TeueHUeM 3a00IeBaHUSs, OCIe HECKOMbKUX
KyPCOB MOHO— M KOMOMHMPOBaHHOI 9paMKALMOHHO Tepany1u, BBIIOJI-
Hsnach NpodUIaKTHYECKasl FeMOCTATUYeCcKasi Tepanus sMunuaymabom
(off-label) ¢ ynoBnersopurensubim apdexrom.

3axiarouenne. [lonydenHble naHHDBIE OEMOHCTPUPYIOT KJIMHHUKO-JA-
GoparopHble 0cobeHHOCTH NauueHToK ¢ nocaepoposoit I1I, koTopsie mo-
ryT GbITh [OJIE3HDL HE TOJIBKO /JIS IOBBILIEHUS OCBEJOMJIEHHOCTH Bpayei
0 IAHHOI1 IaTOJIOrMH, HO U HEOOXOAUMBI ISl CBOEBPEMEHHOH BepuduKa-
LMY IMarHo3a U BbIOOpA NPaBUIbHOM TAKTUKMU JeUeHUsl.
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VICXOJIbI BEPEMEHHOCTH ¥ TAIIMEHTOK C OCTPRIMM JIEMKO3AMU, TMATHOCTUPOBAHHBIMI HA PA3JTMYHBIX
CPOKAXTECTAIIMN

DreY «<HMULL rematonorums Munsgpasa Poccunu

Beenenmne. [{o Hauana MCNONB30BAHMS IUTOCTATUIECKUX TIPENAPATOB
BOIIPOC O TAKTHKe Tepanuu OepemeHHbIX ¢ ocrpbimu seiikosamu (OJI)
He BOGHMKAJI, T.K. CMEPTb *KeHILMHbI HACTYHaJa ObICTPO BHE 3aBUCUMOCTU
OT MEAULIMHCKOIO BMELIATENbCTBA, ORHAKO yoxe ¢ 1950-x rogos npomtoro
CTOJIETUS YAABAJIOCh IPOJIOHTMPOBATh GEPEMEHHOCTD 10 MOMEHTA POMO-
paspeluenusi Ha QoHe C/lep>KUBaloIlell Tepanuu U TpaHcdysuil Kommo-
HeHTOB KpoBu. B Hacrosiiee Bpemst OBLIENPUHSTBHIM CUMTAETCS TOAXOM,
B cootBeTcTBUM ¢ KoTophim npu auarnoctuke OJI B | rpumecrpe moka-
3aHO IpepbIBaHMEe GEPEMEHHOCTH MO MEeAMLMHCKUM nokasdaHusm, so 11
TpumecTpe GepemennocTy u Ha panHux cpokax I rpumecrpa (no 33-34
nen) nnayxuuonnyto xumuorepanuto (XT) OJI nposopsr na doue Ge-
PEMEHHOCTH B TeX K€ [03aX, YTO U HebepeMeHHbIM, a Ha boJsiee TIO3HUX
CpOKax — BBINOJHSIOT pofiopaspelienue ao Hayana X1. Beibop taktuku
Be/leHU sl 6epeMEHHOCTH, CIOCoba POAOPA3PEILEH S OTIPe/eISIeTCs STAIOM
repanun OJI, remaronornueckumu nokasaTensiMu, a Takske obuuUM co-
CTOSITHMEM MATEPH M TJIO/A.

Ilear paborer. Ouenuts ucxonnt bepemennocru y nauuentok ¢ OJI
B 3aBUCHMOCTH OT Pa3inuHbIX PaKTOPOB.

Marepuansr u meroast. B nepruog ¢ 1990 no 2021 r. Bkaroueno 102 na-
nuentku ¢ OJI, kotopsim Bo Bpemst Gepemennoctu auarnos OJI 6b11 ycra-
Hosusien Brepsble (7=98) nnu guarnocruposan peuuaus OJ1 (2=4), us Hux
B | rpumectpe — y 9 sxenwmun (8,8%), so II — y 45 (44,1%) u s 111 —
y 48 sxenmmnu (47,1%). OMJI — 2=50, OIlJI — r=15, OJIJI — nr=37.
Mennana cpoxa 6epemennoctu na moment guarnoctuku OJI — 27 (5-40)
nen. Jleuenne 88 us 102 manuentox (86,3%) 6wu10 BHIMONHEHO B DI'BY
«HMMUL] remaronorun» Munsppasa Poccuun u 14 naumenrox (13,7%)
B PErMOHAJIBHBIX LEHTPax-y4acTHUKax Poccuilckoil nccienoBarenbckoi
rpynnst no gevernio OJL.

Peayabrars u o6cysxaenne. Vcxons: GepeMeHHOCTH B 3aBUCHMOCTH
ot cpoka Gepemennocru B ne6rote OJI u Bpemenu navana XT npencras-
nenst B 1abs1. Y 41,2% sxenmun XT 6bi1a Hauata nocue sasepiuenus Gepe-
mennoctu: B 69,1% — nocse poxaenus sxusoro pedenxa, B 23,8% — mo-
csie pepbiBanus bepementocty u B 7,1% — nocsie anTenatanbHOU rubenn
niona. XT npu npononruposanuu GepemennocTu 6uuta navata y 58,8%
skenmuH. Y 88,3% us Hux GepemMeHHOCTb 3aBEpPUIMJACH POMAEHHEM

skusoro pebenxa, y 1,7% — camonpoussosnbnbiM Boikuasimem uy 10,0%
npousolIa aHTeHaTa bHas rubens muoaa. K momenty popopaspeutenus
v 37,6% 6bi1a nocturnyra pemuccus OJ1, y 62,4% ponopaspeenue 6b110
BBIIIOJIHEHO BHe pemuccuu. [10ckonbKy Bcem NaleHTKam 1P AMarHOCTH-
ke OJI B | Tpumecrpe GepemeHHOCTH ObLIO BHIONHEHO €€ NpepbIBAHUE,
aHaJIM3 UCXO/I0B OepeMeHHOCTH BbINOJHeH y 93 maumeHToK, y KOTOPBIX
OJI 6b1 auarnocruposan nocie 13 nepenu. Cpean xotopbix GepemeH-
HOCTb 3aBeplIMIach poskaeHuem sxusoro pebenka y 88,2% — npu nna-
raoctuke OJI B Il rpumecrpe — B 96,0%, a Bo Il — B 79,6% cayuaes.
ITpu OMJI GepemennocTs 3aBepuIMaach poskaenuem pebenka y 87,2%,
npu OITT — 71,4%, npu OJIJT — 96,9%, a uacrora ciyuaes aHTeHaTaIb-
Hoit rubenu miopa u abopros nocie 13 Hefesnb recTauMu y HalMEHTOK
¢ OMJI (8 rom uucne OITJI) u OJIJI snaunmo He ornuuanuce — 14,7%
u 3,1% (p=0,17).

3axmouenne. MyabTuancuunIMHapHBIN NOAXOA K BEAEHUIO U Jlede-
uuto OJI y GepemeHHbIX >KeHLIMH Mo3BoJsieT HaunHas co 1l Tpumecrpa
B GosbLIMHCTBE CiryyaeB obecrieunTsb G1aronpusTHBINA MCXof GepemMeHHO-
CTH B BUJIe POXKAEHUSI )KUBOTO pebenka BHe 3aBucumoctu ot sapuanta OJ1.

Tabanua. Mcxoasl HepemenHoct y n aumentok ¢ O J1 B 3 aBucMMOCTH
oT cpoka bepemeHHOCTH B AebioTe 3abonesaHus u Bpemenn Havana XT

Cpok 6epeMeHHOCTH HO MOMEHT AUArHOCTUKM

Bce 6epementbie 0CTPOro nenkosa

flapanerp (n=102) | pumectp Il pumectp | Il pumectp
(n=9) (n=44) (n=49)
XumuoTepanms Bo Bpems GepemeHHOCTH
Bcero, n (%) 60(58,8) - 41(93,2) 19(38,8)
Poxaenue xueoro pebenka, n (%) 53(88,3) - 35(85,4) 18(94,7)
CamonpowuseonbHbiit abopr, n (%) 1(1,7) - 1(2,4) -
AutenatansHas rubens naoaa, n (%) 6(10,0) - 5(12,2) 1(5,3)
XuMuoTepanms nocne oKoH4aHUs GepemeHHOCTH
Bcero, n (%) 42(41,2) 9(100) 3(6,8) 30(61,2)
PoxpaeHue xusoro pebenka, n (%) 29 (69,1) - - 29(96,7)
Meanumkckmit abopr, n (%) 9(21,4) 8(88,9) 1(33,3) -
CamonpoussonbHbiit abopr, n (%) 1(2,4) 1(11,) - -
AnteHatansHas rubens nnoaa, n (%) 3(71) - 2(66,7) 1(3,2)

®Pupaposa 3. T., Muxaitnosa E. A, Nlyukun A. B., Jlateiwes B. 1., Jlykuna E. A., A6pamoea A. B., beccmepthnit [I. K., Tansuesa U. B.,
Tpowukas B. B., Maposuutukoea E. H.

OIIBIT TIPUMEHEHU S| COYETAHHOM TEPAITMU AHTUTUMOLIMTAPHBIM IJIOBYJIMHOM M MHTMBUTOPAMU C5-KOMIIOHEHTA
KOMIIIEMEHTA BOJIbHBIX AIIJTACTUYECKOM AHEMUEW Y ITHT-CUHIPOMOM

DreY «<HMMULU rematonorm» Munsppaea Poccum

Beenenue. [Ipuobperennas annactuueckas anemust (AA) u napox-
cusmanbHas Hounas remornobunypus (ITHI') — nsa cBasanubix Heomy-
XO/eBbIX 3a00JIeBaHUsl CHCTEMbl KPOBH, XapaKTepPU3YIOUIMXCS KOCTHO-
MOSTOBOH HEJJOCTATOYHOCTBIO, PA3BUBILENCS B Pe3yJIbTaTe ay TOMMMY HHON
T-knerounoit arpeccun. I'pannunt mexxay AA u ITHI uacro GeiBator
PasMBITHIMH, a camy 3a00JEBAHUSI MOTYT COCYLIECTBOBATh Of(HOBPEMEH-
HO, WJIM K€ TIEPEXOANTH U3 OAHOTO B JPyroe C TeYeHneM BpeMeHU. B cBs-
31 C YeM MOAXOABI K TEpPaNUM TAaK)Ke JONKHBI ObITh CBOEBPEMEHHBIMU
kak gas AA, rax u [THT.

Iexs pa6orer. Onenxa sddextusHocTH MpoBeneHus xKombUHUPO-
sannoit VICT na done narorenetnyeckoii repanuu nHrubUTOpaMM CHCTE-
Mbl KOMIIJIEMEHTA.

Marepuannt u meroppr. C sausaps 2021 r. mo cenrsibps 2023 r.
B HMMUII remaronorun nposeneno 7 xypcos kombunuposannoit VICT
(ATT+ IlcA) annacTrueckoit aHeMuu GOTBHBIM C KIMHUYECKU 3HAYM MO
[THT, nwa CbOHe MPOBOMMOI Tepanuu MHPMGI/ITopaMM Cb5-kommoHeHTa
rkommuiemenTa. Menuana sospacra 32 (256-53) ropa, M/XK: 4/3. Menunana
MINTENLHOCTH 3a60IeBaHMsI COCTABUJIA HAa MOMEHT aHaJM3a COCTaBHJIA
45 (24-264) mec. Beem Goabubim Bo Bpems kypca ATI npogoskanacs
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repanust Ch-unruburopamu (sxynmusymab n=5, pasyausymab n=2): me-
AMaHa JJIMTeNbHOCTU Tepanuu coctaBuia 5 (2-72) mecsues. Menunana
AJIMTeIbHOCTH 3aboseBanus 10 nposesenus nepsoro kypca ATT — 7 (3—
72) mecsiues. Panee xypc ATI 6bi1 nposenen 4 us 7 6onbHBIX — y BCex
4YeTBepbIX ObLIA JOCTUTHYTA PEMUCCHSL.

PeayanraTst u o6cyxpaenne. [Iposeaenne xypca ATT ne cnposouu-
PpOBaJIO PadBUTHE IPOPBIBHOIO remosusa uian apyroro ocaoxnenus [THI
Orser na kombunuposannyio VICT nocturnyty 3 us 7 6onbHbIX: YacTHU-
Has pemuccust AA (n=2), remaronorudeckoe yiayumenue (2=1). Mennana
IJIUTENBHOCTY 3a00JIeBaHUsT CPEAM HEOTBETMBIIMX OOJBbHBIX COCTaBUJIA
251 (120-265) nporus 16 (12-34) mec. Anno-TI'CK or neponcrsennoro
JOHOpA BbIIOJIHEHA Of{HOH DOJIbHOM, ABYM — IIAaHMPYETCs, T.K. OTCYTCTBY-
€T [OJIHOCTBIO WJIN YACTUYHO COBMECTUMBbIE IOHOPBI B HACTOSILIEE BPEMSL.

3axuatouenne. [lposenenue coueTaHHON Tepanmuu AHTUTUMOLUTAD-
ubIM riobynunom u C5-unruburopamu adpdextusHo u GezonacHo Ay e-
YeHM s BIEPBbIE BbIsIBJIeHHOH anactuyeckoit anemuu ¢ [THI-cunppomonm.
PassuTne nosgHero peuuauBa anaacTUYeCKOR aHEMUM, COIPOBOXKAAIO-
merocs kanandecku saHaunmoit [ ITHI, Bosamorxno TpeGyeT Gosee pannero
NpUMeHeHM sl TPAHCIJIAaHTALIMOHHbIX TEXHOJIOTU .



Mpunoxenne 1
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®AKTOPBI PUCKA PA3BUTHS CUHIPOMA AHEMUU Y BUY-MTHOUIITPOBAHHBIX HA ®OHE AHTUPETPOBUPYCHOM TEPATIM

Camapckuii rocyaapCTBEHHbIN MEANLMHCKN YHUBEPCHUTET

Beenenne. [lo nurepaTypHbIM RaHHBIM, CHHAPOM aHEMHUH Ppac-
npocrpaHeH cpeau Jwogel, sxusymux ¢ BUY (JIDKB). 18-32% JIDKB
6es CITM u 48-85% JIXKB ¢ knunuueckumn nposisnenusamu CITM da
cTpajaloT anemueit no cpasHenuto ¢ 156-17% mopeit, sxusymunx 6es BUY-
undexunn. Ouenka pakTopoB pucKa pa3BUTHS AHEMUU: BO3PACT, CTAAUS
BI/ILI-I/IHCl)eKHI/II/I, ucnonb3oBaHue antTuperposupycuoit repanuu (APT),
OJI 1 HAPKO3aBUCHMOCTD JATUPYIOTCSI B OCHOBHOM IIEPHOMOM [0 MJIH B Ha-
qause opst APT. Ilpenpiayine nccienoBanmns BeISBUIN CBSA3b MEXK/LY aHe-
Muell, CMEPTHOCTBIO, Ka4eCTBOM >KM3HH, JeMeHLMeH 1 BUPYCPe3UCTEHT-
Hocteio cpeau JIXKB. Ipuunasr anemun cpenu JIDKB MHOI‘OCl)aKTOprI.
Hapyurenune peryasuumn mmmynutera so spemsi BUY-undexkunm mo-
JKET yBeJMYUTh PUCK TeMONUTUYECKUX aHeMuil; MHPEKIUn — aHeMUH
XPOHMYECKUX BOCHAJUTeNbHBIX 3aboneBanuil. Kposomorepu cpeau
JIJKB Hepenku u moryT BOSHUKATb B PE3YJIbTATE OILYyXOJEBOrO IPOLECCa
WM MOPa’KeHNH JKeJLyJOYHO-KUIIETHOrO TPAKTA IPU ONIOPTYHUCTHYE-
cxux undexunsax. [lononrHuTebHbIe MEXaHU3MBI PA3BUTHS AHEMHM, CBSI-
sannoit ¢ BUY, Brkarouaror ;[ed)nuwr BUTAMUHA Bl2, d)onneBof/i KMCJIOTHI
WU 5KeJsesa.

Iens paGorsr. Ouenuts Qaxropsr pucka passurus anemuii y JIXKB
na pone APT.

Marepuaant u meToasl. B npocnexktusHoe kinHuYeckoe ucciaenosa-
Hue OblIn BrIodeHs! 151 wemoBek ¢ BI/II‘I-PIHcli)eKLIPIeﬁ, HaOIIOLABIIXCS
¢ 2016 nmo 2022 rox B Camapckom 06JaCTHOM reMaTONOrUYECKOM IieH-
Tpe, B Bospacte ot 25 1o 60 set, 75 xeHwmn n 76 mysxkunn. 95% ncxopHo
He MMeJIV aHEMU U, KOTOPast B IOCIEACTBUM pasBuiace, y 5% nmenacs aHe-
mus aerkoit crenenu. 17% 6biau nnduunposanst BI'C u 98% nonyuanu

APT. Bt npoBeseH perpecCHOHHBIA aHAJIU3 MPONOPLMOHAIBHBIX PUC-
koB Koxca. Iotennuanbhble (pakTopsl pucka BKIIOYANW: 1OJ, UHAEKC
Macchl Teja, CTaTyC KypeHus, ynoTpelbieHne aaKoross U 3amnperieHHbIX
HapkoTukos, ko-undexnuio supyca renarura C (BI'C), nopasxenue mo-
uek, konuuecrso CD4 kinerox, Bupycuas narpysxa (BH).

Peaynbratsl u 00cyskaenue. B pesynbrate nccnegosanus nokasaHo
uT0o aKTOPHI, KAK TIOXUJIOI BO3PACT, sKeHCKMil o, ko-undekus BI'C,
Gonee Huskoe xoauuectso xiaerok CD4, BH >400 xonwmii/ma u Gosee
nuskass CK®D Gbuna cBazaHa ¢ HOBBILIEHHBIM PUCKOM Pa3BUTHUSI AHEMUMU.
Bosee nuskoe xonuuecrso kiaeroxk CD4 panee 6bi10 npentudunuposano
kak dakTop pucka amemuu. Hamre nabmogenne noarsepskuaer atu pe-
3yJIBTATBI, OHAKO MBI COObIaeM o ropasao Gosbluem yBeauuyeHUn pHc-
xa anemuu (HR = 8,40, 95%CI: 6,85, 10,51) u taxenoit anemuu (HR =
15.53, 95%ClI:11,66-20,92) cpenu JIDKB ¢ CD4 <100 xaerox/mm?®, uem
6bL10 nokasaHo B 6oaee paHHux paborax. Ocobo BbicOKMIt puck oTMeua-
eTcs y skeHIMH. Pexomenayemoe B HacTosilee BpemMs JledeHUEe XPOHUYe-
ckoro renaruta C umeer nssectnsle nobounsiii adpdext B BUAE aHeMUU.
Mbl He 0OHAPY>KWIN CBS3M PUCKA PA3BUTHUS AHEMUU C OXKUPEHUEM, YIIO-
TpebyieHreM alKOross M NCUMXOAKTUBHBIX BellecTB. KypeHue B HacTosi-
liee BpeMsi CBSI3aHO C HeDOJIbIIMM yBelHYeHUEM ypPOBHSI reMOrIo0uHa
C TeueHMEeM BPEMEHMU, HO He BbISABUIN KAKMX-TM00 UBMEPUMBIX PA3IUUMii
B PUCKe HACTYILIEHUS] AaHEMUU.

3axmouenne. Obuinii aHaIN3 KPOBU CIEAYET PETYJISIPHO KOHTPOJIU-
posatby JIXKB, ocobenno y KoTOpBIX ecTh OAMH MM HECKOIBKO (haKTOPOB
PHCKa pa3BUTHS AHEMUU, YTOOBI MO HO OBLIO CBOEBPEMEHHO HAUATh JIeye-
HY€ U CHUBUTb JIETAJIBHOCTb M YLy IINTh Ka4€CTBO JKU3HU.

Yenbiwesa E. 0., JlTomana E. .2, Mopozoea E. B.3, Kysbmuua E. A, LLyxos O. A, Metpoea A. H.!, Yutanaea T. B.#, Bnacoea |O. 10.3,
Céursikosa E. U.2, Jlasopko H. C.2, Hemuenko M. C.!, Buikosa A. B!, Typbanosa M. A, Typkuna A. T

PE3YJIBTATHI TIPUMEHEHM S ACIHIUMUHUBA Y BOJTBHBIX XPOHUYECKUM MUEJOJENKO30M B XPOHUYECKOM ®A3E
B PAMKAX ITPOTPAMMBI YIIPABJIAEMOTI'O JOCTYIIA (MAP) B POCCUH

'®OrBY «HMUL rematonormns Munsapasa Poceun, 2OTBY «HMULL um B. A. Anmazosa» Munsgpasa Poccuu, *Knunuka HUW aetckoit oHkonorim, rematonoriy v TpaHCRaaHToNormm
um. PM. Top6auesoir; PTBOY BO «Mepewiit CankT-TNetepbyprekmii rocyaapcTseHHbi MeAUUMHCKMIA yHUBEpCeUTET um. akagemuka WL Masnosa» Munsapasa Poccuu, “TBY3 «KOL
Ne 1, r. Kpacropap»

Beepenue. BriGop Tepanuu y GoMbHBIX XPOHUUYECKUM MHENOEHKO-
som (XMJI) nocne 22 nunHuil neveHUs: UHIMOUTOPAMU TUPOZUHKMHA3
(MUTK) unu ¢ myrauumeit T315] orpannuen. Yuursisas adpdextnsrocts
U XOpOLIyI0 MEepPeHOCHMMOCTb TEepPBOrO aJJIOCTEPUYECKOrO0 MHTrubuTopa
BCR:ABLI acuumunuba (ACL]) y 6onbubix B xponnueckoit daze (XD)
B uccaeposanusx [-111 dasbl, paHHbIe peanbHON KIMHUYECKON TPAKTUKM
HPeACTaBASIOT 0cOObIN NHTEpeC.

Iens paGorer. [IpeactaButs 06HOBIEHHDBIE Pe3yabTATE TPUMEHEHUS
ACL B 3 uenrpax Poccun B pamkax nporpammsl ynpasasemoro foctyna
(Managed Access Program — MAP) y 6onbubix XD XMJL

Marepuannt u meroasl. B MAP sritouenst 6osbHbIE ¢ pe3UCTEHTHO-
croio/nenepenocumoctsio 22 muanit U TK nan ¢ myrauneit 75751 mocae 21
NTK. U3 ananusa GbIM MCKIIOUEHDB TALMEHTH], Y KOTOPbIX KOTAa-1u60
ormeuanacs ¢asa akcenepanuu (DA) nnu 6nacrusiit kpus (BK) cornacuo
kputepusam ELN 2020 n naunentsr nocse anao-TKM. Hoser ACL] cocras-
asu 40 mr x 2 p/cyT y 6onbubix 6es myranun 75/57 (rpynna 40x2) u 200
mr x 2 pleyry GOJIBHBIX C myranuneit T3161 (rpynna 200x2). Ouenusann
BbkuBaemocTs Ges nporpeccun go @A/BK (BBII), kymyasrtusnyio ua-
croty mocTrkeHus noaHoro uurorenerndeckoro orsera (IO, sxsusa-
aent MO2 wnu BCR::ABLI<1%), 6oabuioro (BMO) u ry6oxoro moaexy-
asiproro orsera (I'MO).

Peayabrarnt u o6cyskaenune. Vs 82 yuyacrnuxos nporpammer MAP
B ananus sratoueHo 52 ¢ XM XMJI (raba. 1). [lpu mepuane nabmogenus
26 mec (amuanason 1,6-49) ymepmux nanuenros ne 6nuro. [Byxsernss
BBII cocraBuna 97% u 88% B rpynnax 40x2 u 200x2 coorsercrBenHo.
B rpynne 40x2 12/35 nanuentos npexparuan npuem ACLL: y 10 — neypaua
repanun, 1 — nporpeccus o DA, 1 — anno-TKM. B rpynne 200x2 6/17
nauuenTos npexkparuiu npuem ACLL: y 4 — neynava repanuu, y 1 — npo-
rpeccus 1o PA, y 1 — anno-TKM. Kymyastusnas yacrora [ILHO/BMO/
I'MO « 24 mec cocraBuna 61%/40%/19% B rpynne 40x2 u 55%/53%/35%

B rpynne 200x2. Hu y xoro us 60/bHBIX He OTepsiH paHee [OCTUTHY TN
orset. 3Hauumsle pasnnaus no bMO B saBucumocTu 0T npepsedeHHOCTH
noHaruHn6bom ormeuens! B rpynmne 200x2 (p=0,0017, puc. 1); noctuxenne
BMO y 6onbubix ¢ nannyumum MO BCR:ABLI<10% vs BCR::ABLI>10%
B aHaMHe3e ObLIO 3HAYMMO Bbllue B 06eux nososbix rpymnax (p=0,045).
VY 7/35 nanuenros B rpynne 40x2 6ea BMO sckananus gosst go 80-100
Mr x 2 p/cyt He npusena k pocrmxennto BMO. ¥V 4 6onbubix us rpyn-
b1 200x2 co crabuasabim (31 roma) MO nocne camxenust gossr ACLL
1o 100 mr x 2 p/cyT ne otmeuasocs norepu I'MO npu na6nogenun s teue-

nue 1,5 ropa. 3a spems repanuu ACIL y 4 naunenros B rpynne 40x2 no-
asuamnch Hoele mytaumn BCR:ABLI (A337T, G250A, T3151, F311L,

Puc.
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y 1 — E255K, M244V, F311L), s rpynne 200x2 HoBbix myTauuii He Obl0.

Tabnnua 1. McxopHbie xapaktepuctrkn 52 GonbHbix XP XMJT, nonyyas-
winx acummuinb 40 Mrx 2 pasa B cytku u 200 Mrx 2 pasa B cyTku

XapakTepuctuku 40%2 (n=35) 200x%2 (n=17)
Boapact, meanana (MuH-makc) 48 (27-85) 49 (32-71)
Mon, xeHwmHa, n (%) 22 (63) 14 (56)
DnutensHocTs XMJT o acummuunba, meamana (MuH- 8,2(0,9-19) 5,8(0,8-34,7)
Makc), rogel
< 4(1) 6(35)
Yucno UTK mo acummmu-
60, n (%) 3 6(17) 5(30)
24 25(71) 6(35)
131351 1(3)* 17 (100)
Myrtauwnn BCR::ABLI, n (%)
[llpyrue, kpome T3151 7 (20) 2(12)
Monatnumb & aHamnese, n (%) 13(37) 9(53)
<1% 7 (19) 2(16)
YposeHb BCR::ABOH 21 —<10% 7(16) 1(24)
Ha ckpuure, n (%)
>10% 21 (65) 14 (60)
Jly4wwit yposetb <I% 14(51) 7148)
BCR::ABLI & aHamHese, 21 —<10% 14 (33) 4(28)
n (%] >10% 7016) 6(24)

*O nanuuum T3151 ctano ussectHo Ha 3 mecsue neyenms, nocne vero gosa ACL| ysennyena go 200 mr 2 p/cyr.
XP — xponnyeckas dasa, XMJ1 — xporndeckuit muenoneitkos, UTK — uHrnbutopsi TuposmHkuHas.

HSl, ceasaunsie ¢ ACLI, Boiasaenst y 22/35 u 8/17 naunenrtos B rpynnax
40x2 1 200x2 cooTBeTCcTBEHHO, 6€3 CyIeCTBEHHBIX PA3INYUii 10 CIEKTPY
u yacrore (ta6un. 2). Hukro us nanuenros ne npexparun npuem ACLI us-
3a Tokcuunoctu. Cumskenne nosst ACLL B cBsasu ¢ HS 2—4 cr 6b10 y 4
nanMveHTOB U3 prl_[nbl 40)(2 n 1 nua3 prrlnbl 200)(2.

3axmouenne. ACL] nokasan apdextusHOCTS 1 XOpOULYIO IEpEHOCH-
moctb y Gonbubix XD XMIJI ¢ neynaueit repanuu 22 UTK, B Tom uncne
¢ myrauueir 75/51. Y GonbHbIX ¢ Heysayell Tepanuu NOHATUHMOOM B aHa-
mHe3ae BeposiTHOCTb oTBeTa Ha Tepanuio ACL] 6buia cuuskena. Cunoxenne
noast ACLI 6b110 Gesonacubim y 6ombHbIX co cTabuababim 'MO.

Tabauua 2. Hanbonee uactsie Hexenatenshbie senenus (HA) y 52 GonbHbix
XMIT X® & nporpamme MAP

Tpynna 40 mr 2 p/cyt (n=35) Tpynna 200 mr 2 p/cyt (n=17)

Bua HA H4 1-4 crenenu, H$ 3-4 ctenennu, H4 1-4 creneny, H% 3-4 ctenennu,
n (%) n (%) n (%) n (%)
TpombouuTonenms 11(32) 6(17) 3(18) 0
He#rponenus 7(20) 4(M) 2(12) 2(12)
[unepxonecrepu- 4Mm) 0 2(12) 0
Hemus
Anemus 2(6) 0(2) 0 0
ApTepuanshas 2(5) 2(5) 1(6) 0

rMnepTeH3ns

YepenaHoea B. B.', Kypbiwesa M. A.2
AHEMWYECKUA CHHIPOM ¥V TEIATOJIOTMYECKUX BOJbHBIX

'"Yuusepcutet Jlo6ayesckoro, Huxnuit Hosropoa, Poccus, 2I6Y3 HO KB N2 30, 33, Huxruit Hosropog

Bsenenue. Anemus y naumeHTa ¢ naTosiorueii eyeHu sBJISETCs K-
HUYeCKU 3HAaYMMOH, HO 4aCTO YIIyCKaeMOU U3 BUAY KJIMHUYECKOH 0cobeH-
HOCTBIO, yTSIXKesis TeueHe 3a00/IeBaHNI n33a PAa3BUTHUSI TUIIOKCUUECKO-
ro cunapoma. IIpuunHamm aHeMHU y NALMEHTOB ABJSIOTCS TEYeHOUHAsS
HEl0CTATOYHOCTD, CIJIEHOMEraJnsi, KPOBOTEYeHHs U3 BAPUKO3HOPACLIM-
pennbix Ben nuuesona (KBPBII), napyenue oomena »xcenesa, ponuesoit
KHCTOTHI, BuTamMuHa B ), Tokcuyeckoe eficTBite agKorosis u sekapcTBeH-
HBIX CPECTB.

Ienn paGoTer. VayunuTs pacnpocTpaHeHHOCTb U CTPYKTYPY aHEMU-
4eCKOTro CUMHAPOMA Y CTALIMOHAPHBIX GOJIBHBIX € MATOJOrHel eueH .

Marepuans: u merogsr. Vccnenosanue nposoannocs myrem peTpo-
CIIEKTMBHOTO u3ydeHust ucropuii 6onesnu 980 GoabHBIX, MPOXOAMBIIMX
nevenue B 'BY3 HO I'Kb Ne 30, 33 B nepuon ¢ 2000 no 2020 r. Kpurepun
BKJIIOYEHWS: HAJM4YWe NaTOJOTMU NeYeHH U CHHAPOMAa aHEMUH, KOTOpasi
onpefensiIach o yposHio remoraobuna (menee 120 r/n y skeHImH u menee
130 r/n y my>xamn).

Peayabrarst u o6cysxaenue. Anemus kax OHOBOE UM COMYTCTBY-
1oliee 3abo0seBaHYe BbISIBJIEHA Yy CTALIMOHAPHDBIX HALMEHTOB C NaTOJOrHei
neuenu B 524 cnyuasx (63,4%). Bospact nauuenros 18-77 ner, us nux

sxenwun 40,6%, mysxunn 59,4%. Anemus BeTpedasach npu creayoueit
natoJsioruu nevenu: renatut — 7,6%, ¢ubpos — 7,3%, uuppos — 85,1%.
Oruosorus renaTuTa/IUpposa Mpy HAJIMIUN AaHEMUU: TOKCHMYECKUHN (au-
koroJb, nekapersa) — 40,2%, supycet renaturos B u C — 37,6%, neanxo-
rosibHas skupoBas bosesns neuenu — 17,5%, ayroummyHnunble sabosesa-
Hus — 4,7%. AHeMust IerKoO# CTENEHU TSKeCTH Oblila BBISBIEHA y 67,1%
Gosnbublx, cpeaneit Tsoxectn y 9,6%, tsaxenas — y 23,3% (nocrremoppa-
ruueckas npu KBPBII). ¥V 48,3% 6Gonbubix nabmopanacs sxenesonedu-
uutHas anemus, y 39,2% — anemus xponHuueckux sabosnesanuii, B 8,3%
ciydaeB merasobaacraas anemus, B 4,2% — remonuruyeckas aHemus.

3akiaouenne. AHeMus — pacHpOCTPAaHEHHAsl IIATOJNOTUS y CTa-
LMOHAPHBIX renartosoruveckux Goabusix (52,7%), wame BcTpeuaercs
[pU LUPPO3€e MEYEHN TOKCUIECKOTO M BUPYCHOTO reHesa. Jacrora u cre-
[eHb TSHKECTH AHEMUU YBeIMIMBAETCS C HApaCTAHUEM II€YeHOYHON HEel0-
CTaTOYHOCTU W NMOPTaJbHOI runmepreHsuu. B cTpykType aHemuu npeob-
fAamaloT sxenesofnedUIUTHAS U aHEMHUs XPOHMYeCKHX 3abomeBaHmMEL.
Jleuenune ocHoBHOro 3abosneBaHMs MEYEHU — OTO OCHOBA TepareBTHYe-
CKOrO TOAXOAA, NPU HEOBXOAMMOCTH HCHOJB3YIOT TpaHChy3HOHHYIO
Tepanuio, mpenaparsl xenesa, Gponaros, B, spurponosrunsL.

Waknposa A. U.!, Naywkuua B. O.!, Tanonenko N. H.!, Komapoea 4. B., Enndanosckas O. C.', Cennuknna [l. A", Ceprees B. C.,
Mycnumos A. P.!, Ononuenko A. B.2, LLlennna E. B.2, Octpoea C. A.2, bpeanesa O. I2, BaciotuHa M. J1.2, Jlenuk K. B.!, Toponoea 5. T2,
MNonosa M. O.", Kynarnun A. !

MBI NBSGW KAK MOJEJIb JIJIS1 CEPUTHOY TPAHCIIAHTALIMMA TEMOITOOTUYECKMX CTBOJIOBBIX KJIETOK YEJOBEKA

"Mepsuit CankT-MNetepbyprekuit rocyaapcTserHbin meanumuHckmit yrusepcutet um. WM. Masnoea, *OreY «<HMULL um. B. A. Anmazosa» Munsgpasa Poccuu

Beenenmne. ['ennas tepanus Ha OCHOBe TPAHCIJIAHTALIMU FeMOIIOSTH-
geckux ctBo0Bbix ki1eTok (I'CK) cranosurca mowHoit u yHusepcanbHoi
crpaTerueii seuenus saboseBanuii uenosexa. Tepanesruueckuii nogxox
saxmouaerca B cbope 'CK nanuenra, ux rennoun>xeneproii moguduka-
LUU ex vivo ¢ ocseyouei ayronorndnoil rpancnaanrauueii. [ CK obec-
neyuBalOT CTabUJIbHBIA pesepByap reHeTHMYeCKH MOAM(MIMPOBAHHBIX
KJIETOK, TNOTEHLMANBHO crocobHbIil obecneunts a¢dext B Teuenue Beeil
SKUBHU pELUNUEeHTA. B NOKIMHMYECKUX HCCIIe0BaHUAX 0Ee30MacHOCTDb
TaKMX MPOAYKTOB OLEHMBAIOT In vivo meronom tpaHcraantauun | CK
YesloBeKa MMMYHORE(PUIUTHBIM MblIaM. EAMHCTBEHHBIM MOAXOAOM,
HO3BOJISIIOLMM OLEHUTb JIOJITOCPOYHbI ekt Takoro meropa Jede-
HUS Ha 9TAIE (1 ¢iv0 JOKIMHUIECKUX MCCIIE0BAHUH, SBIJSETCS CepUHHAs
tpancnaanTanya mogubunuposannsx I'CK nunuam menmeit ¢ ruy6o-
KUM BPOXX/JEHHBIM UMMy HOAepUuIMTOM.
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Ieas paGotsr. Llensio paboTsr 6b110 pazpaboTaTh MOAETb U METORO-
Joruio BbinoJaHeHus: cepuitHoit Tpancmaantanuu 'CK mpimam NBSGW
(NOD,B6.SCID I12ry-/-KitW41/WA4l), noaaep>«uBaomum npuskusie-
nue ['CK uenoseka Ges npegsapurenbHoro o6y ueHus.

Marepuass: u meronpt. [lepsslii aTan npoTOKOIa BKJIIOUAJ BBIIIONHE-
uue moimam NBSGW nepsuunoit rpancnnanranun CD34* I'CK venose-
ka B nose 1x10° kieTok Ha KUBOTHOE. UYepes 20 nenens nocse nundysun
JKUBOTHBIM IPOBOAM/IM OLEHKY IPYIKUBIIEHUS KJIETOK YeJO0BEKA B KOCT-
Hom mosre (KM) meromom mporounoii nurodayopumerpuun. [lanee,
AJIS1 BBITIOJHEHUS] CEPUIHON TpaHCHIaHTaluu 6bu1o Beibpano 4 ocobu co
cpenHum yposHem xumepusma 85,56+7,8%. Kocrubiit mosr nist npoueny-
Pbl BbIESLIN U3 OePeHHBIX KOCTEl JKUBOTHBIX, IYJIMPOBAIN U BBOAU-
M penunueHTamM BHyTpuBeHHO B oze 2x10° sppocomeprkamux kiIeTok
na mbiwb (V=8). [IpensapurenbHo s>k MBOTHDBIE-PELUTIIMEHTHL ISl CEPUITHOM



TPaHCTJIaHTALMY OBUTY pasfiesieHbl Ha IBE PABHBIE PPYIIIBI, OAHA U3 KOTO-
pbix nonyuuna obayuenue pozoit 140 cGy (X-rad) sa 4 u nepen undysueii.
INpuskusnenue kierox yenoseka B KM, nepudepuueckoil kposu u cese-
3eHKe OIEHUBAJIN Yepes 14 wenens nocae CepUITHOM TPaHCIJIaHTAIUMN.
Peayabrars u 06cyxaenne. 3a Bpems HaGM0eHMA CTyYaes rubenu
>KUBOTHBIX MJIM NPU3HAKOB Hebnaromnosnyuus saduxcuposaHo He GbuIO.
VY Bcex >MBOTHBIX OTMEYEHO IPHMKMBJIEHUE TPAHCIUIAHTATA HA yPOBHE
or 0,6 no 33,6%, npuuem 6e3 3HAYMMBIX OTIMYMI B rpynnax c obmiyye-
Huem u 6e3 taxosoro (10,8:15,2% vs. 3,9:4,3% coorsercrsenno, p=0,441).
B cenesenke pons hCD45* kaertox nocsie cepuiiHoii TpaHcmiaHTauuu co-
crasasina 8,0:1,3% B rpynne c obayuenuem u 7,3+3,4% B rpynmne 6es 06-
JydeHUs, B nepudepuuecxoit kposu 0,5x0,3% u 0,2:0,1% mas xasxmoit

Mpunoxenne 1

IPYIIbl COOTBETCTBEHHO TaKKe 6€3 CTaATUCTUYeCKMX 3HAYUMBIX OTIUYMH
(p=0,741 u p=0,164 pns cenesenxu u nepmbepnqecxoﬁ KPOBHM COOTBET-
CTBeHHO). AHaJIM3 CyOHOMYISALMOHHOrO COCTABA KJIETOK KOCTHOTO MO3ra
mbrmeit NBSGW nokasan npeobnaganue xkiaerox B-mumeitnoit nudde-
penuuposku (66+22,4%). Knetku mononurapuoit nunun auddepenuu-
posku (CD14%) 6buin npencrasienst y 3 us 4 (76%) >kuBoTHbIX B rpynmne
6es 0buyuenus B goie 5,2+5,3%, ny Bcex 5KMBOTHBIX B rpye ¢ o6y de-
HueM Ha yposHe 5,7:6,6%.

3axmouenne. Paspaborana mopesb U MeTOROJIOTUS BbIOJHEHUS Ce-
puiinoit rpancmantanuu I'CK mbimam NBSGW ¢ Bbicokumu nokasare-
asimu a¢ppexrusrocr. CospanHble IPOTOKOJIBI MOTYT ObITh BOCTPeOOBaHbI
npu pa3paboTke NPOLYKTOB reHHOM U KieTouHol Tepanuu Ha ocHose ['CK.

Wunynoea M. H.!, Dopodeera A. U.', Caseateera T. D.2, Jlyukun A. B!, ®upaposa 3. T.!, Muxainosa E. A

PA3JINYM S B OKCIIPECCUY T'EHOB U JOOEPEHI[MIPOBOYHOM IIOTEHIIMAJIE UHIUBUIYAJIBHBIX KJIOHOB
KOJIOHUEOBPA3YIOIMX EJANHULL ®VEPOBJIACTOB, BBIIEJTEHHBIX M3 KOCTHOT'O MO3T'A BOJBHBIX HETSDKEJION Y TSKEJION
AIIJIACTUYECKOV AHEMUEN

'®rBY «<HMULL rematonorms» Munsapasa Poceuu, 2buonormieckuii pakynster MY um. M.B. Jlomonocosa

Bsenenne. B nopme crBonosbie kposersopubte kirerku (CKK) B koct-
Hom mosre (KM) Bzaumopeitcrytor ¢ kaerkamu crpoms. B KM 6onb-
HbIX amactuyeckoi anemueit (AA) pesko cumskeno xonmuuecrso CKK.
HesicHo, xak usMeHsETCS CTPOMAIbHOE MUKPOOKPYKEHUE B yCJIOBUSX
ansasuu.

Iens paGoror. Vayunts auddepenuuposounsiit u mpoandeparus-
HBIH OTEH AT MHAUBU/LYaJbHBIX KIOHOB KOJIOHUEOOPa3yIOMX eANHUIY
¢ubpobnacros (KOE), soienennsix ua KM Goabubix AA, u npoana-
JAM3UpOBaTh OTHOCUTeAbHbIe ypoBHU sxcnpeccun (OY D) renos, orseua-
romux 3a ssaumoneiicteue ¢ CKK, B cybrnonynsuuax KOEd c pasnbim
anddepeHIIUPOBOYHBIM HOTEHIMATIOM.

Marepuasnst u meronst. [Ipoananusuposano 292, 86 u 166 ungusu-
nyanbubix kaoHoB KOE us obpasuos KM 19 nonopos (rpynna cpas-
nenust), 9 6oabubix HAA u 6 TAA, coorsercrsenno. Bonbabie u goHops
nopnucanu unpopmuposanHoe cornacue. KieTku kaxjoro kjaona mH-
AYLUPOBAIU K KOCTHOMH U sxupoBoil auddepennuposkam. CrnocobHocTs
k auddepenuuposkam onpegensau no usmenenno OYO renos FABPY
(xuposas) u ALPL (xocTHas) B KjeTKax MocJe MHAYKLUU 10 CpaBHe-
HMIO C HEMHAYLMPOBAHHBIMM KJeTKamu. B mocienHux raxske oueHuBa-
au QY3 renos NES, IL10, ANGPTI, KITLG, VCAAMI, TGFBI, FGFRI, IL1B
(rabs.). 3HAUMMOCTD PasaMUUil Mex Ay IPYNHIaMU ONpefesiIn [~TeCTOM
Croionenra niau U-trecrom Manna — YurHu, pasHuny B pacnpeneneHnn
cybnonynsauuit — meromom xu-ksaapar. [locrosepubimu
cunranu pasnuaus npu p<0,05.

HabuogaemMoe CHUKeHUe cKopocTu nmpoaudepaunn stux kiaerok. OYD
rena IVES, mapkepa paHHHX CTPOMAaJIbHBIX TPEALIECTBEHHUKOB, MOBbBI-
wen 8 KOE Gonpupix TAA. Buaumo, 8 KOEd Goabubix TAA npouc-
XOAUT peakTuBanus atoro mapkepa. Anaaua OYO reHos, yuacTByomux
Bo B3aumoneiictsun ¢ CKK, peigsun camxenne OYO ANGPTI v KITLG
B ocTeobsactHbix npeamecrsenuukax u3 KM Gonbubix AA, uto mosxker
YKasblBaTh Ha HapylleHUe B3aMMOJAEHCTBHMS C Gosiee MO3LHUMU KpOBeE-
TBOPHBIMM NpPEALIECTBEHHUKAMM, AJISI KOTOPBIX XapaKTepHa JIOKaJIU3a-
nus B ocreobnacrubix Humax KM. Ilpu TAA OYO ANGPTI u VCAMI
CHM’KEH BO BCeX NPOAHAJIM3UPOBAHHBIX CYyOHOMyJISLUAX, YTO MOXKET
yKasslBaTh Ha HapyueHus u B cocyaucroi uume. OYO TGFBI, onnoro
us ocnosubix perynaropos CKK, ne cuusken B cybnonynauusax KOEd
Goabubix AA. Hanporus, oTmeueHo [0CTOBEpHOE IMOBbILIEHUE €r0 JIKC-
npeccuu B octeobaactHbix npeawecrsennukax us KM Gonbubix TAA.
Ilo xapaxrepy wnamenenuiti OYO ocTeobnacTHble NpealIeCTBEHHUKU
cxoausl Mexay ¢popmamu AA, ocTasbHble TUIBL MPE/LIECTBEHHUKOB 3a-
METHO PasIMYaroTCs.

3axmouenne. [Ipy HAA u TAA crpomanbHble mpeaIIecTBEHHUKN
pearupyioT Ha COCTOSIHME amJasuu, IpUYeM ecTh Kak o0LI1e U3BMeHeHusl,
Tak 1 oramnuus mexxay ¢popmamu. Ilpeanonoxurensto, obmue usmene-
Hus Bo3HUKawT BeaeacTBue cHmkenus koamdecrsa CKK B KM, a ynn-
KaJIbHble — OTpa)kaioT pasuuuy B natoreHesde HAA n TAA.

Tabnuua. Namerenne OY reHOB MO OTHOLIEHMIO K 3HAYEHMAM Y KOHOPOB (pa3bi)

Peayanbraret u oGcyskaenne. KOE rereporennst

HAA TAA

no nuddepeHnnposoyHOoMy TOTeHIMANy. Y GOJBHBIX reHbI

O+A+

O+A- O-A+ 0-A- O+A+ O+A- O-A+ 0O-A-

AA cHmxeHa [0na OUNOTEHTHBIX NpPEALIECTBEHHUKOB. NES

110.80

1074 |4p1.08 |{r1.38 |fr152 |{r2.58 [{-0.85 |4} 1.98

Ipu arom, y Gonbubix HAA nossiuiena kioHoB, He oTBe- FGFRI

{1 0.64

{077 HFoao [Hloes |4r111 [HFoo2 [{HFoa4s [dhoo1

TUBIIMWX HA UHAYKTOPBI HI/I(b(bepeHLlI/IpOBKI/I, 1 00J1d aANTIO-

{1-0.83

4033 [4F0.89 [dFo.66 |4r1.16 [FFo.60 |4F1.32 [4r1.46

4 1.28

4r1.20 0092 [fr1.10 |4r119 |{r1.40 |[4F1.04 |{F1.63

KITLG
reHHbIx, a npu TAA — 10715 OCTEOreHHBIX Mpe/IeCTBEH-
uukos. Knonsr KOEd Gonpurix HAA nponudepupyior TGFB1
ANGP1

meanennee, a TAA — Goicrpee, uem y nonopos. OY O rena

{1 0.90

{030 |{r215 [Hboa4e |dbo7e |[HFo.as [Hloer [Hlo.7e

FGFRI, peryaupytouiero nponudepanuio, CHUKeH BO BCeX

vcami |4k 0.32

4011|4168 [{r3.34 [|4Foa10 {014 [HFoa2 [{lo.97

cybnonynsuuax KOE¢ 6Gompaeix HAA, uto obwsacuser IL1b

4 1.13

4F20.56 [F0.17 [dF0.24 [|dko036 |f2.17 [HFo.02 [{}o.21

Wux6abaeea [. N.!, Bunorpapoea O. 10.2, MankpawkuHa M. M.}, Yepuunkor M. B.', Heseposa A. J1.!, Koukapeera tO. b.!, Hosuukas H. B!,
Apuwanckas E. ', Myxa J1. A", Usanosa B. J1.!, Mrywkun B. B.3

OIEHKA 9®®EKTUBHOCTU MHTMBUTOPOB TUPO3UHKIHA3 BTOPOI'O ITIOKOJEHU S ITPY XPOHUYECKOM MUEJOJIENKO3E
B XPOHMYECKO! ®A3E 110 IAHHBIM JOJTOCPOYHOTO HABJIOAEHU S

'TBY3 «fopoackas knunnueckas Gonbrnua umenn C.MN. Botkmna denaptamenta appasooxparenms ropoaa Mockssis, “PIBY «HaumoHanbHeI meamumHckmii ccnenosaTensckuii ueHTp fet-
CKOI remaTonorm, OHKONOTMM M UMMyHOROTUM nmern Imutpus Porasesa Munmnctepctsa sapasooxpanenis Poccuiickoit Penepaumm; *TBOY BIMO «Poccuiickuii HaumoHanbHsIit niccneaosa-
TENbCKUI MeAUUMHCKII yHrepcnTeT umenn HM. Muporosa» Munmnctepctsa appasooxparenns Poceniickoit Depepaumm, kapenpa oHKONOrMm, remMaTonoriu 1 y4esoit Tepanim

Beepenue. B nacrosiee Bpems, HecmoTps Ha 60JIb1I0I apceHa UH-
ruburopos tuposunkunas (MTK), sonpoc pesucrentnoctn npu XMJI
coxpanser akryansaocts. C xaxxapim nocaeayromum UTK, Bepostaocts
JOCTH KEHMsI ONITUMAJIBHOTO OTBeTa, cHrKaeTcst. OueHKa K0JarocpoaHON
addextusnoctu UTK 2ro noxonenns (MTK-2), nossonser B nacrosiee
Bpemsi noaxoauth x Borpocy Bbibopa VTK Gonee aprymentuposanso.

B MockoBcKOM ropoiCKOM reMaToIorn4ecKoM LieHTpe BoTknHckoi 60u1b-
HUILILI HAKOIUJICS AJUTeNbHbIM onblT ucnonaszosanus VITK-2 B neuenun
XMJL.

ens paGorsr. Onenka AOCTHKEHUS U COXPAHEHHS PA3HOTO YPOBHS
oreera npu npumenennn VITK-2 y nanuentos ¢ XMJI B xponnueckoit

daze (XD) Bo 2-it u 3—4-i1 nunnsax repanuu (JIT) B r. Mockse.
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Marepuasnt u meronsl. B ananus sxaouenst nanuents ¢ XMJI, mo-
ayuvasuue tepanuto I TK-2 (rasatunu6, nunotnnnb, 603yrununb): so 2-i
JIT — 478 nauuenros u B 3—4-it JIT — 198 nauuenros. Xapakrepucruka
nauueHTos npeacrasiaeHa B Taba. OueHMBAIOCH JOCTUIKEHUE IeMATONIO-
ruygeckoro (I1I'O), uurorenernueckoro (I1110), Gompmoro (MO 3,0 log)
u ry6okoro (MO 4,5 log) monexynsproro orsera, obueii BbxHUBaeMO-
cru (OB)

Pesynbrarsr u o6cyxaenne. B obuieit xoropre naruenTos, noay4as-
wux repanuo MTK-2 Bo 2 nnuuu repanun, GbLIN AOCTUTHYTHI 1 COXPa-
nenst otsetsi: [II'O — 341 (71%), TTLHO — 288 (60%), MO 3,0 — 235
49%), MO 4,5 — 137 (29%). B 061wueit rpynme nauneHTos, HOLy4aBUIMX
repanuio ITK-2 B 3—4-it nunum Tepanuy, 6b111 JOCTUTHY THI U COXPaHe-
uel otBetel: [II'O — 132 (67%), ITILIO — 89 (45%), MO 3,0 — 67 (34%),
MO 4,5 — 28 (14%). B rpynne GosnbHBIX, MOMyYaBIIUX Aa3aTUHUO B Ka-
gectse 2J1T, ymanocs pocturnyts gonrocpounoro orsera: III'O — 139
(78%), TILIO — 112 (63%), MO 3,0 — 91 (51%), MO 4,5 — 50 (28%).

10-netnss obwas BbLKMBaeMOCTb B AaHHOM rpymnme cocrtasusia 90%.

B rpynne npumenenus nasatunuba s xavectse 3—4 JIT ynanocs pocrur-
HyTb 1 coxpanuts orset: [IIO — 60 (68%); ITLIO — 43 (49%); MO 3,0 —
23 (26%), MO 4,5 — 17 (20%); 10-neTHs1s 061I1asT BEI>KMBAEMOCTb COCTaBH-
na 78% (puc. 1). Cpeau nanuenToB, nosy4aBImMX HUJIOTHHUO B KauecTBe
2J1IT, 6b11 rocturnyT u coxpanen otset: [1II'O — 189 (78%); ITLIO — 168
(69%); MO 3,0 — 145 (60%), MO 4,5 — 95 (39%). 10-neTusis1 oOmas BbI-
JKUBaeMOCTb B faHHOU rpynme cocrasuiaa 88%. B rpynne npumenenus
aunorunuba B kauecrse 3—4 JIT wacrora JAOCTUTHYTBIX M COXPAHEHHBIX
orseros cocrasuaa: III'O — 39 (62%); IT1LIO — 30 (48%); MO 3,0 — 16
(25%); MO 4,5 — 9 (14%); 10neTnss obmas BBI>KMBAEMOCTb COCTABUJIA
68% (puc. 2). B rpynne naunenTos, nosy4asmux 603yTuHub Bo 2-ii nu-
HUMM TEPAINHY, YACTOTA JOCTUTHYTHIX M COXPAHEHHBIX OTBETOB COCTABMIIA!
I[T'O — 36 (64%); ITLIO — 29 (562%); MO 3,0 — 18 (32%); MO 4,56 — 4
(7%); 3-neTHss obmas BEIKMBAEMOCTH cocTaBuaa /6%. B rpyiine mnpu-
meHenus 6osyTunuba B kauecrse 3—4 JIT uacrora gocTurny THIX U COXpa-
HeHHBIX oTBeToB cocraBuaa: IO — 69 (65%); ITLIO — 41 (39%); MO
3,0 — 30 (28%); MO 4,5 — 10 (9%). 3-netusis obuiasi BBI>XMBAEMOCTh
B gaHHoi rpynne cocrasuia /0% (puc. 3).

3axmouenne. Boamoxnocts cBoeBpemennoro npumenenus VTK-
2 B kauectse 2, 3, 4-if IMHUYU Tepanuu MO3BONSET JOCTUTHYTb BBICOKO-
ro cTaOUJIBHOTO OTBETA Ha TEPANMIO M YIyulleHus MoKasaTenel obuueit
soixkuBaemocty nauuentos B XM XMJIL. Opnako coxpansiomasics: goss
PE3UCTEHTHBIX NALMEHTOB CBUJETEIbCTBYET O HEOOXOAMMOCTHM HOBBIX
MO/AXOMOB JIeYeHU L.

Tabnuua. XapakTepucTmka naumeHTos

Mokasartens Bce (n=478)
Myxunnsl, n (%) / Xewwmnb, n (%) 208 (44%) / 270 (56%)
Bospacr yctanosnenus puarkosa, net 49 (11-88)
Bospact Hayana Tepanmu, net 53(16-89)
Crax 3a60neBaHKs 40 HAYANA TEPANMH, MEC 19 (1-241)
LlnutensHocTs Tepanuu, mec 32(1-195)
Panee nposoauewascs tepanus UTK, n (%)
Umatunnb 470 (98%)
Hunotunub 4(1%)
Nasatnumnb 4(1%)
TMpuunnb Hayana Tepanuu, n (%)
PeaucrentHocTs k npepwectsylowmm ATK 423 (88%)
CH$l Ha npeawectsytowmnx UTK 55(12%)

Wnx6a6baeea [. UN.!, Bunorpapoea O. 10.2, MankpawkuHa M. M.}, Hesepoea A. J1.!, Yepuukos M. B., Nletknna E. O.', Ko63es tO. H.,
Manaxo C. T, Mrywkun B. B.2

PE3YJIbTATBI TAPTETHOM TEPAITUU ITPOJABUHYTHIX ®OPM CICTEMHOI'O MACTOIIMTO3A B PEAJIbHOM KJIMHUYECKOM
ITPAKTUKE

'TBY3 «Topopckas knuHmueckas Gonbruua umern C.MN. botkuna denapramenta appasooxparetns ropoaa Mockebi», “PIBY «HauMoHansHbI MeanuMHCKMIA MCCNeaoBaTensCkMi LeHTp AeT-

CKOW remaTonorum, OHKONOMMM U UMMyHOROUM umern Imutpus Poradesa Munmnctepctea sapasooxpanetis Poccuiickoit Pepepaumu; *T6OY BIMO «Poccuitckuit HaumMoHansHsIi Mccneaosa-

TENbCKUM MeauUMHCKUM yHusepcuteT nmern HM. Muporosa» Munuctepctea sgpasooxparenus Poceuiickon Peaepaumm, kadbeapa OHKONOMMM, reMaToNorM 1 Iy4eBor Tepanim

Beepenne. IlpopBunyTsle BapuaHTBI CHCTEMHOrO MaCTOLMTO3a
(arpeCCHBan‘/'[ CUCTEMHBIM MAaCTOLMTO3, CUCTEMHBIM MACTOLIUTO3, aCCO-
LIMMPOBAHHBINA C T€MATOJOTNYECKUM H03006pasoBaHneM U TYYHOKJIETOY-
HBIi1 JIEHKO3) B OTJMYME OT UHIAOJEHTHDBIX C];)OPM, XapaKTepU3yIoTCst Gonee
arpecCUBHBIM T€YEHUEM U CHMI>KEHHOMU 00111ei1 BBIKMBAEMOCTHIO. Kpome
TOrO, 9TH BAPHUAHTBI OTIMYAIOTCS Goublueit no'rpe6Hoc1~mo B TapreTHOM
Tepanum.
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Ieas paGorsr. Ouenka adpdpexTuBHOCTH U 6E30MACHOCTH MUAOCTAY-
PHMHA Yy NALMEHTOB C HPOABUHYTHIMY BAPUAHTAMY CUCTEMHOIO MACTOLHU-
tosza (CM) B peasbHOI KJAMHUYECKOl TPaKTHKe.

Marepuanst n meropsl. B ananus skmoueno 13 naumenros (7
(564%) my>xxuun u 6 (46%) skeHIMH), NOLyYABIIMX TEPANMI0O MUAOCTAY-
PHMHOM IO NOBOAY CHCTEMHOIO MAaCTOLUTO3a (ArpecCHBHBII CHCTEMHBIH
macrouutosd — 9 (69%), cucTemHBI MAacTOLMTO3, ACCOLMMPOBAHHBIN



C remaToJiornueckum Hopoobpasosanuem, — 4 (31%). ¥ 3 nanuenros CM
GBI ACCOLUUPOBAH ¢ XPOHUYECKUM MMEJIOMOHOLMTAPHBIM Jefikosom, y 1
nanuenta — c nepsuuHsim muenopubposom. Myranus CKITD816V Gbia
soisiBiieHay 10 mauvenros (77%), ue BoisiBnenay 3 (23%). Pacnpenenenne
B- u C-npusnaxos npexcrasneno B tabauue 1. Meauana sospacra nauu-
eHTOB Npu Bepuduranuu auarnosa cocrasuna 73 (61-87) mec., meauana
BO3pacTa IpM HadHaueHMM mujoctaypuHa cocrasuna 74 (61-88) ropa.
Cornacno nporaoctuueckoii mkane IPSM nis pacnpocrpanennsix dpopm
MacTOLMTO3a HA OCHOBE KJIMHUYECKUX NEpPEMEHHBIX, MalMeHTbl OTHECE-
ubl k caegyomum rpynnam: CM1 — 1 nmanuent (8%), CM2 — 3 (23%),
CM3 — 8 (61%), CM4 — 1 (8%).

Peayabratot u  obGcysxaenme. Meanana mnpomgoxuTensHOCTH
Tepanuu MUAOCTAY PUHOM B MccileyeMol rpynne coctasuia 6 (2—-26) mec.
B pesyabrate Tepanuu y 10 (77%) nauueHTOB JOCTUTHYTO KJIMHUYECKOE
yayuwenue, y 3 (23%) GoabHbix crabunusanus cocrosuus. K momenty
NpPOBENEHUS aHAJIN3A LAHHBIX Mpoaoskanu repanuio 10 naunentos, npe-
KpaTuin 3 nauueHTa B CBSI3U CO CMEPTHIO, He CBS3aHHOM ¢ mporpeccueit
3abosieBanus. Y BCex MalMEHTOB C HAJIMYMEM aCLUTa 10 Hauasla Tepanuu,
B IIPOLIECCE JIEUEHUsT MULOCTAY PUHOM OTMEYeHa [O3UTUBHAS JUHAMUKA.
Y 3 6GonbHbBIX, AOCTUrLIMX / MeC. TEPANUH, HADJII0/1aICs IOHBIN perpece
acuura. [Ipu repanum mupocrayputnom nesxesarensnsle sisiaenus (HST)
1-2-if creneHm GBI OTMEYEHBI CO CTOPOHBI >KEJLyAOUHO-KHLIEYHOTO
TpaxTa: TomHora y 5 nauuenros (38%), pora — y 2 (16%), nnapes —
y 6 (46%). Takske HabnopanM reMaToNOrMYecKyl0 TOKCHYHOCTb 1-2-ii

Mpunoxenne 1

crenenu: anemusi — y 6 (46%) Gonbubix, Tpombonuronenus — y 5 (38%)
nanuentos. Meauana obuieil BHIXKMBAEMOCTH B TpyIIe He AOCTUTHYTA.
O6as 2-metHsst BBI)KUBaeMOCThb cocrasuiua 75%.

3axatouenne. PesynpraTel HacTOsIIErO HUCCIEI0BAHKSA TIOATBEPIKAA-
I0T MOTeHUUAIbHYI0 3PdeKTUBHOCT U 6e30MaCHOCTh MPUMEHEHUS] MU-
[OCTaypUHA y NALUeHTOB C arpecCUBHBIM CHUCTEMHBIM MacTOLUTO30M
U CUCTEMHBIM MACTOLUTO30M, ACCOLMMPOBAHHBIM C TeMATOJOTMYECKUMHU
HOBOOOPa3OBaAHMAMU.

Tabanua. Pacnpepenexne NAuMeHTOB B C OOTBETCTBMM C H anuuuem B-
n C-npuaHakos

MpusHaku n (%)
B-npustaku
yBenuueHue koHueHTpaumu Tpuntassl 6onee 200 Hr/mn 8 (62%)
Mpuanaku aucnnasum / Muenonponuepaunm co CTopoHsl POCTKOB, He OTHOCSLLMXCS K Ty4HbIM 3(23%)
KNETKAaM, HO HElOCTATOUHbIE ANS NOCTAHOBKM AuarHosa ATH
Manbnupyemas renatomeranus, cnneHomeranus unu numbageronatus 6es napywenms dynkumn | 10 (77%)
opraxos
C-npuaHaku
Lintonenuu 9 (69%)
[enaTomerans B COYETAHUM C HapyLIeHHeM dyHKUWK, ACLMTOM M/Wnn nopTanbHol runeptenaneit | 8 (62%)
Manenmpyemas CieHOMEranus ¢ rUNepCrieH3Mom 1(8%)
Jiutnyeckue ouaru v (unu) natonoruyeckue nepenoms 9 (69%)
Cunapom manbabcopbuum ¢ rMnoansbyMUHemnen B COMETAHMMU C NOTEpEH Beca 8 (62%)

LWreipkosa C. B., Pupapoea 3. T, Habaeera tO. A., Kynukoe C. M., Dannwsn K. U., Tpouukas B. B.

OCOBEHHOCTM ITEPMAHAJIbHBIX MTHOEKIIMOHHBIX OCJIOXHEHUN Y TALIIMEHTOB C OCTPHIMU MUEJOUIHBIMU
JIEMKO3AMU

Prey «<HMULL rematonoruun» Munsgpasa Poccum

Beenenne. Xummnorepanua (XT) ocTpeix mMuesompHbIX JIEHKO30B
(OMJI), npeanosaraer WHTEHCMBHOE LUTOCTATMYECKOE BO3AeiicTBUE
LVMKJIMYECKOrO XapaKTepa ¢ IepUOJAMM IPaHyJIOLUTONEHUM U CONpS-
5KeHa C BHICOKOU BEPOATHOCTBIO Pa3BUTUS NH(PEKIIMOHHBIX OCIOKHEHU .
Yacrora paseutus nepuananbsoit undexunu (IIN) mpu OMJI sbiue,
4yeM Mpu ApyTUX remobaacrosax u cocrasaser 8—11%.

Iens paborsr. Vayuuts ocobennocru passurus [11 y nauumentos
c OMJIL.

Marepuasst u meronst. [Ipoananusuposano 158 snmusonos [11 y 132
6oabHBIX remobJsacrodamu, HaxomuBnxcs Ha jedenun B HMMUILL re-
maronorun Munanpasa Poccuu ¢ 2016 no 2020 r: my>xaun — 64; >xen-
wun — 68, mexuana sospacra 40 ner (18-77). Ilposeneno cpasnenue
KJIMHNYeCKNX xapakrtepuctuk anusonos [1M y nanuentos c OMJI u npy-
I'MMU reMo0JIacTO3aMHU.

Peayabrarnt u obcyxpaenne. OMJI 6ot ocHoBHBIM 3a6oneBannem
y 65 (41,7%) naumnentos, y xotopsix 6su10 3aperucrpuposano 70 (44,3%)
anmsonos [11. B 69% cayuaes I11 passunace 8 pemuccun OMJI, uro sna-
M MO yallle, YeM NPH APYTUX BapuaHTax remobaactosos (47%) (p=0,0057).
Onwusonst [1V] Bosuukin B nepuon nposegenus nporpamm X1 B 95% cay-
yaeB, yalle Ha dTane koHconupanuu pemuccuu 40%. I'panynouuronenns
npu I y maumenros ¢ OMJI perucrpuposanace B 90% snusonos,
B TO BpemMsl Kak HpW BCeX ocTajbHbIXx auarnosax B 62% (p<0,0001).
Meauana anurensnoctu rpanynounronenun cocrasuna 37 (3-79) pueit.
Onusonst [TV npu OMJI uaiue, uem npu Apyrux remob1acTo3ax CONPOBO-
srpanuce dpebpunbHoit muxopaakoi (74% nporus 58%, p=0,04). [I11 y na-
uuentos ¢ OMJI B 57% cayuyaes coueranacs ¢ Apyrumu HHGEK LMOHHBIMU
OCJIOKHEHUSIMHU, CPeH KOTOPbIX MH(peKunn KposoToka cocrasunu 24%,
nuesmonun 21%, myxosutst 3—4-it crenenn 20%, nopaskeHue Bupycamu
HHV6, CMV 16%, sureponatus 7%. OCHOBHBIMM MCTOYHHMKAMM WH-
dunuposanus («xoausimu Bopotamu» 111) Gbuin aHasbHbIE TPELUHBL
(55,7%) u a3BBI KoM nepuananbHoit obaactu (18,6%). Cpenu kaunuyve-
cxux popm Bocmaenus npeobnanamu unuasrpars (65,7%). AGcueccs
1 HeKpoabl 611K BeisaBaenst B 12,9 u 21,4% cnyuaes coorsercrento. [11
perpeccuposana B 81,4% ciyuaes npu nposeennn anTubakTepUaNbHOI
Tepanuy, CPefHssl MPOLOIKUTEIBHOCTh KOTOpoi coctaBuaa 16 (1-67)
nueii. Tonvko B 8 anusopax 1M (11,4%) norpebosanuck cpounbie omne-
paunu. Puck passutusa peumausa I[1U y 6oapusix OMJI 6611 gocrosep-

Ho snauumo sbime (OP 2,94; 95%/1 1,14-7,62; p<0,0320). BepositHocts

passutusa peuuausa [1M1 y naunentos ¢ OMJI cocrasuna 24,3% x 360
AHIO U Gblta 3Hauumo Boime (p=0,043) no cpaBHeHMIO ¢ BEpPOSTHOCTBIO
peuMAnBa B TpyIIe NalMEeHTOB C APYyTMMU BapuMaHTaMu remob/1acTo3os
(10,6%). Haubonbwasn sepostHocTb passutust peumausa [1V ormeuve-
Ha NIpU pasBUTUU nepeuuHoro snusona [1M y nauuentos Ges pemuccun
OMJL. BeposiTHOCTb pa3BUTHSI TOBTOPHBIX STIU30/0B Y 3TUX OOJIbHBIX CO-
crasasier 52,6% (OP 6,94; 95%/111 2,93-16,66; p<0,0001) (puc.).

3axmrouenne. Yacrora passurna [1V B pemuccun snaunmo Bbimre
y 6oabubix OMJI, uem npu Apyrux BapuaHTaX remobJacTO30B U KOppe-
JMPYET C MHTEHCUBHOCTBIO IUTOCTaTHIecKoro Boaaekicrsust. Teuenne [T1
npu OMJI ornnuaer 6osee yacToe Yem Npy APYTUX FemMobIACTO3AX COUe-
TaHME C IPaHyJIOLUTONEHNEH, TMXOPAAKOH U APYTUMM NH(PEKIMOHHBIMU
ocnoxxHeHusimu. Bepostaocrs passurus peuuausos 1M y aroit katero-
PHHM NALVEHTOB SBJSETCS MAKCUMAJIbHOU U coctasiset 52,6%.

Puc.
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LLlemenesa E. tO., Canomawkuna B. B., Cenneanosa [1. C., Lisetaeea H. B., Menuksan A. J1., Cypun B. J1.

AKTHUBHOE PACIIPOCTPAHEHUE BETA-TAJJACCEMUM 3A IIPEJIEJIbI TATACCEMIYECKOI'O ITOSICA: UCCIEJOBAHUE
POCCUYICKOV ITON YIS

DrBY «<HMULL rematonorums Munsgpasa Poccum

Beenenue. bera-tranaccemuss —
ayTOCOMHO-peLecCUBHOe 3a00/1eBaHNe, B OCHOBE KOTOPOIO JIEXKAT Ha-
pyuwenus rena 6era-rnobuna (HBB). Beraranaccemus tpapnnmonno

MOHOI'€HHO€ HACJEeACTBCHHOE

aCcCOLMMPYETCsl CO CTPAHAMMU TajlacCeMUdecKoro nosica. Tem He meHee,
0 Mepe ycuJeHus r106aNbHON MUTPALMU MYy Talluy, Bbi3blBatoLLHe Ge-
TaTaJacCeMMIO, PACHIPOCTPAHSIIOTCS AAJIeKO OT MeCTa CBOETo MPOUCXO0-
sxaenns. [lpaxTuueckn Best reppuropust Poccun nesxur sa npegenamn
tanaccemuueckoro nosca, kpome Cesepo-Kaskasckoro dpenepanabroro
okpyra.

Heas paGoTsr. Llenbio Haweil paboTsl 610 U3yUeHME CIIEKTPOB MY-
TalUii, BHISBIBAIOIIMX GeTaTanacceMMIo Cpefd PE3UEHTHON cybnomyns-
nuu 1 UMMUATpanToB B MockBe — meramoJiuce, pacrooKeHHOM BAAIN
OT TaJIaCCEMUUYECKOro Mosica.

Marepuanst u meroasl. Mbl npoaHanusnpoBasn MyTauuu B reHe
HBB u npoucxosxaenne 676 HeponcTBeHHbIX anueHToB 13 MockBbl.
Peayabrarst u o6cyxaenne. [launeHTsl, BKIIOUEHHBIE B 9TO HCCIEO-
Banue, b6butn Boixoauamu us 22 crpan. Tonbko 30% nanuentos Gblau BbI-
XO[LIAMU U3 HeTaJacCeMUUecKol yactn Poccny; pernosom npoucxosie-
Husa GonbumHerBa nauuentos 6b1 Kaskas (Asepbaiinsxan, Apmenus,
I'pysus u Cesepo-Kasrasckuit denepanbubiit okpyr Poccun), sbrxonmst
u3 xkoroporo cocrasuau 47,9% nauuenros. UMmurpauTel us Apyrux crpan
cocrapasau auuwsb 4,2%. Y 18,2% nauuentos npoucxoxaeHue He GbL10
ycraHoBseHo. Poccust mmeer oguMH M3 caMbIX IIMPOKMX CIEKTPOB Bapu-
aHTOB, BbI3bIBAIOILMX Tasnaccemuto: 46 mytaunit. JIuwe neGonbmas yacrs
BBISIBJIEHHBIX MyTAllMH, BEPOATHO, BO3HUKJIA B PE3UIEHTHOM Cybromys-
uuu. K Hum mbl oTHOCHM 6 MyTauuii, OTMEYEHHBIX TOJIBKO B PE3UACHTHON
cybnonynsuuu (puc. la). Dtu MyTauun saHuMalOT He3Ha-
YUTEJbHYI0 9aCTh HE TOJTBKO B 001eii, HO U B pesuaeHTHOM
NOMYJISILMHY, TJi€ UX [OJS COCTaBJIseT TONBKO 0% oT Bcex
HalifeHHbIX MyTaHTHbIX ajteseir rena HBB. Ewme 24%
HAapyLEHNH B PE3UAEHTHOM MOILyJISILUY IPUXOAUTCS Ha &
MyTalui, akTuBHO nocrynawomux B MockBy ¢ murpanm-
onnbim noroxkom us Kaskasa (puc. 18). [lonasasiowee e
GoasmacTBO (70%) npuxoautcs Ha 12 mytanuii, koTopsie
INPOHUKJIU B PESUAECHTHY O IOy 1siumio VIOCKBBI He TOMIB-
KO U He CTOJIbKO 6J1aroiapsi COBpeMEeHHbIM MUTPALIUOHHbBIM
notoxam. B pesunenTHO nonyasuuu 8TM MyTaLuu OTHO-
cuTesbHO GoJlee PACIPOCTPAHEHBI, YeM CPEAM MUTPAHTOB
(puc. 16), a eHTPBI UX BOBHUKHOBEHUS U PACIPOCTPaHe-
Hus gexar 3a npepenamu Kaskasa.
3aximouenne. OCHOBHBIM COBPEMEHHBIM UCTOUHUKOM
MMMUTpaLyy, nepeHocsieii Gera-ranaccemuto B Mocksy,
asnserca Kaskas. Mbl Takyke HAIIM CoIe/ibl APEBHUX MH-
IPaLMOHHBIX MOTOKOB, He cBssaHHble ¢ KaBkasom. Hamm
JaHHble MOKa3bIBAIOT, YTO MyTAllUuM, BhI3blBarouive Ge-
Ta-TaJaCcCEMUIO, He TOJbKO AKTUBHO PAaCIpPOCTPAHSIIOTCS
3a TIpeflelaMHU TOSICA TAJACCEMHUH, HO TAKIKe aCCUMUIIN-
PYIOTCS pe3UAEHTHBIM HACEJIEHNEM OTUX PETMOHOB. Takum
06pa3oMm, OTHOLIEHHe K TaJacceMUM Kak K saboneBaHuro,
CBOMCTBEHHOMY TOJIBKO ~OINpPENEJEHHBIM OTHUYECKUM
rpyIIaMm, CTAHOBUTCS JIOBYIIKOH, KOTOPAsl MOXKET yCJIONK-
HUTHb ]:U/Ia,FHOCTVle B CTpaHaX, He l‘[pI/IHazlJ'le)KaLLlVIX K Ta-
JIACCEMUYECKOMY TIOSICY.

Sikoenesa E. B., Muennununkosa O. C., Cypun B. JI., Cau H. B., Open E. b., Cypenkos A. A, 3osyns H. U.

KJINHUKO-JTABOPATOPHAS XAPAKTEPMCTUKA BOJIbHBIX HACJIEJICTBEHHBIM COYETAHHBIM JEONITUTOM ®AKTOPOB
CBEPTBIBAHN KPOBU V 1 VIII

®IBY «HMWLL rematonorum» Munsapasa Poccun

Beepenune. Hacnencrsenusiii couerannniit aepuunur daxropos
ceeproiBanus kposu V (FV) u VIII (FVII]) spnsercs peaxoit nacien-
CTBEHHOM KoaryJjonaruei c 0CODEHHBIM 3THOIATOrE€HE3OM. Z[ed)nuwr
FV u FVIII o6ycnosnen myrauusamu B resax LMANI wnu HMCFD2,
4TO NPUBOAMT K CHUHTe3y [Ae(EeKTHBIX OeJKOB, OCYIIeCTBISIOLNX
BHyTpukaerounsit tpancnopt FV u FVIIIL. Benencreue napymaercs
9KCKpeuuu 3TuxX PaKTOPOB CBEPTHIBAHUS B LMPKYIUPYIOILYIO KPOBb.
Beuay peaxoctn zaboneBaHMs M OrpaHMYEHHOCTH MyOGanMKaunmit
o JaHHOU HosoJsoruu B Poccuiickoit d)enepam/m AMAarHo3 yCTaHaBJIH-
BAETCs HECBOEBPEMEHHO.

Ienn paGorsr. [IpencraButs obuiyto XapaKTepUCTUKY U NpOaHAaJM-
3MpOBaTh KJIMHUYECKHUE U JabOpaTOpPHbIE JaHHble GOJIbHBIX HAC/IEACTBEH-
HBIM COYEeTaHHBIM HECl)I/IILI/ITOM FVu FVIIIL

Marepuanst u meronpl. llposeneH perpocmeKTHBHBIN aHaIM3.
Ipynny wucciepoBanust coctaBuau 6 GOJBHBIX HACHEACTBEHHBIM CO-
uetanneim gepuunurom FV u FVIIL, cocroswmue nop nabmonenuem
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B KJIMHUKO-AMATHOCTUYECKOM OT/leJIeHUU FeMATOJIOT MU U HapyLIeHnH re-
mocraza PI'BY JHMULI remaronornn» Munsnpasa Poccun.
Peayabrarel u 06cyxaenue. Cpepnuit Bospact 60abHBIX NpuU nep-
Buunom obpauenuu B «HMUIL] remaronoruu cocrasun 41 ron (21-61
ron). Bce manmenTsr — >KeHUMHDBI, U3 HUX 2 POJHbBIE CECTPBI TATAPCKOH
HALMOHAJIBHOCTH, 2 — dTHMYeckue uyBawu. [lo obpamwenus 8 HMULL
remMarosioruu 6osbHble HabII0AANUCH C PA3JIMYHBIMU AUarHo3amu: 6o-
ne3ns Bunnebpanpa, remoduaus A, HeyTOUHEHHas KOAryJoHaTHsL.
VY Bcex 6oNbHBIX TeMOPPATrMYECKUI CUHPOM /1e0I0TUPOBAJ B AETCKOM
Bospacre. Knunuueckas xapTuna GOJbHBIX MpeACTaBJeHA HOCOBBIMHU
kposoreuenusmu (50%), necnesoil xposoroumsoctbio (67%), skxu-
mosamu (83%), paspbiBom oBapuanbHbix KuCT (67%), >KesLya09HO-KU-
weunbim KposoredeHuem (17%). Ilocronmepanmonnsie kposoTeueHUs
cocrosnuch y 2 ua 6 GoJbHBIX, NATOJIOIMYECKOE KPOBOTEYEHHUE IOCIe
skcTpakuuu 3y6os ormeuennt y 5 uz 6 GonbHbix. ['unexomornueckuii
aHaMHE3 BCEX JKEHIIVH OTSATOLIEH MEHOPParusiM, y €JWHCTBEHHOH



pO’KaBllIeil >XEHINMHBI aKyLIepCKUI aHaMHe3 OCJOXXHEH MAacCCHBHBIM
[OCJIEPOfOBBIM KPOBOTEYEHHEM, PA3BUTHEM [EMATOMbI IPOMEKHOCTH.
Cornacno naboparopubim nannbim, cpennee snayenue AYTB B nannoit
rpynne 6oabubix cocrasuio 94 cex; MHO — 1,81; aktusnocru FV —
7,6%; axrunoctu FVIII — 13%. [enernueckuii ananus BeimosHeH 4
us 6 GonbHbIX. Y cecTep — Tarap obHapy><eHa FOMO3UTOTHAs MOJHO-
maciwrabuas geneuus rena MCFD2, y tperbeil naunentkn obHapysxe-

Ha romosurotHas genenusi c.1464_1468del (p.GIn488Hisfs*10) rena

Mpunoxenne 1

LMANI. Y yerBeproii 6GONBHOH BBISIBJIEHBI KOMIAYH/-T€TEPO3UTOTHbIE
myrauuu: aenenns c.1464_1468del (p.GIn488Hisfs*10) u noncenc-myra-
uus ¢.904A5T (p.Lys302Ter) 8 rene LMANI.

3axmouenne. KiuHuueckue nposiBieHMs HACIEACTBEHHOrO CO-
yerannoro aepunura FV u FVIII cxoxu ¢ Takosbimu mpu Gosesuu
Bunnebpanpa. Jlaboparopusie uccnegosanusa akrusHocru FV u FVIII
Y MOJIEKyJISIPHBIA aHAJIM3 JOCTYIIHBI He BO Beex pernoHax Poceun, B cBsisn
C YeM AMArHOCTHKA BTOro 3ab0sIeBaHMSI SIBJISIETCS 3aII03/aJI0M.

Abowknna T. tO., Jlesun M. A., Xapkos M. A.

OTCPOYEHHBLIE OCJIOXKHEHU A TPOMBO30B ¥ HETEﬁ
HMWLU, ArOM um. 1. Porauesa

Bsenenue. Onnum us ocnoxxuennit TI'B asnsercsa nocrrpomborunye-
cxuit cunppom (ITTC), koropsit mosker BosuuxuyTs nocse TT'B Bepxneit
unu nuxHeit koneunoctu. Ocuosuvie cumnromel [ITC Briouator orek,
60J1b, BApUKO3HOE pacIIMpeHUe BeH, B TSKENbIX caydasx — s3Bbl. Cyue-
Tom Toro, uro B ciyyae passurus IITC nocne TI'B, netn 6yJ1yT CTpajsaTh
OT Pa3nUuHbIX (PU3MYIECKUX U COLMATBHBIX MOCAEACTBUH B TeUeHUe MHO-
TUX JeCSATUNEeTUI MPobeMbl CBOEBPEMEHHOTO BbISIBJIEHUS U NpodUIaK-
tuxu [ITC sBnaworcs ouens BaxkHOI 3agaueii.

Iexs paGotsr. OueHUTS 4aCTOTY, TAKECTH U KIMHUYECKHe 0cobeHHO-
CTHU Te4eHM sl IOCTTPOMOOTHYECKOrO CUHAPOMA Y AeTel.

Marepuanbt 1 meroabl. B pamkax panHoii pabotsl 6buia npoaHa-
nausuposana 6asa ganubix HMUL] ITON um. M. Porauesa sa nepuos
¢ 2013 no 2023 rop. Beiau oTobpanbl nanuenTs ¢ 06BEKTUBHO MOATBEP-
skeHHbIM Tpombosom rnybokux sen (TI'B) B BO3pacTe or poxaenus
no 18 ner. [Ins ka>kaoro naumeHTa OLEHUBAIKCH CIEAYIOLME KIMHUYE-
CKMe XapaKTEepPUCTUKM: MOJ, BO3PACT, JaHHble 00 OCHOBHOM 3aboseBa-
HUM UM comyTcTBylowei naroaoruu, Haauuure LIBK, Bospact na moment
Tpomb0o3a, JoKaaM3aLus Tpombosa, Hanuuue TpomboduaUY, KAMHMYe-
CKasi KapTuHa: (CMMITOMaTHYeCKUI/aCMMITOMATUYECKUI) CTENEHDb pe-
KaHaJIM3alluy, TUI TpoBoAMMOil Tepanuu. lanee Gbl1 nposeneH aHaau-
3a Hasnnaus u eipaxkenHoctu [1TC y manmenros ¢ nepenecennsim TI'B
Ha OCHOBAHMU J@HHbIX PyTUHHBIX [JIAHOBbIX OCMOTPOB B XOJ€ KOTOPbIX
OLCHMBAETCSA TSXKECTh KJIMHMYECKUX IPOSBJIEHUI C MCIOJIb30BAHUEM
CTaHAAPTUS0BAHHBIX wWKaa (pycupUUMPOBAHHBIN BAPUAHT ONPOCHUKA
Manco—Jonson instrument (MJI) u Modified Villalta scale (MVS), the
Clinical Assessment of Post-Thrombotic Syndrome (CAPTsure). Ouenka

BbIPpAXXEHHOCTU HTC npoBoauJaCb HE MEHEE 4YemM 4Yepeas 6 MecdnueB

or momeHTa Tpomboaa. [ls1s1 OlleHKH CTATUCTUYECKOH 3BHAYMMOCTHU Pa3iu-
4uil MeX Ay rpyHnamMu Obla1 UCMONB30BAH KPUTEPUI XU-KBaPAT.

Peaynbrarst u obcyxpaenune. B nccnenosanue sxmounnu 47 nanu-
enToB ¢ cumnromaruieckum TI'B us nux 17 genosex ¢ IIBK-TI'B u 30
gesosek ¢ He LIBK-TT'B. BoisiBaieno, uro nanuentst ¢ LIBK-TT'B 6b11u mo-
JI0’Ke Ha MOMEHT MepBOro anusoaa Tpombosa (mexnana sospacra 4,1 (pas-
6poc 0-17) nporus 15,5 (pas6poc 3-17), p<0,001); nepuon nabaropenus
3a nauuentamu ¢ LIBK-TT'B 6b11 noavie (mepuana 5 ner (pasépoc 0,5—
15) nporus 1 ropa (pasépoc 0,56-7,5), p=0,001); pexananusanus yepes 3
mecsina ot momenta TI'B 6b11a xysxe B rpynne LIIBKTT'B (60% nauunen-
toB nporus 93% nauuenros, p=0,002). O6mas yacrora IITC B Hacros-
mem uccaegoBanun osuta — 87% mo mrane MVS/MJI u 68% no mkaire
CAPTSure. Hacrora I1TC B 06enx rpynnax 6bi1a conocrasuma (13 (76%)
nauuentos ¢ [ITC B rpynne LIBK-TT'B nporus 28 (93%) nauuenros
B rpynne He LIBK TI'B, p=0,2). Ormeuanacs TengeHnms, 4T0 y NalMeHTOB
¢ ne IBK-TT'B waue scrpeuascs 6onee tssxenstii [ITC (23% nauuentos
co cpennersokensim [1TC B rpynne LIBK-TT'B nporus 44% nauuenrtos
B rpynne He LIBK TI'B, p=0,2), onnako pasnuuus oxasanucs crarucruye-
CKU He 3HAYMMBIMU.

3axmouenne. Mexny nanumenramu ¢ IIBK-TI'B u me LIBK-TI'B
He OBLIO CTATUCTMYECKM 3HAYMMBIX PasdIMyYMil MO YAaCTOTE M TAXKECTH
IITC. Obwas uacrora [ITCy nereit c cumnromarnueckum TI'B B nacro-
SIeM MCCJIeOBAHUU ObLIA TOBOJBHO BBICOKOM, HO OOJIBIIMHCTBO MAIU-
eHTOB B 0beux rpynnax npejcrasieHsl jgerkoil ¢popmoit. Tak kax I[1TC
ABJISETCS OTCPOYEHHDIM OCJI0KHEHUEM, HeOOXOAMMO OLLEHUTh AMHAMUKY
PasBUTHS CUMIITOMOB U TS’KECTb XPOHUYECKOH BEHO3HOI HELOCTATOUHO-
CTU B JaJIbHEHIIeM.
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