MPUNOXEHME 1

MATEPHAJIBI IOKJIAJIOB
VIII KOHTPECCA TEMATOJIOTOB POCCUU
1 V KOHTPECCA TPAHC®Y3UOJIOTOB POCCUU
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OLEHKA OOOEKTUBHOCTU TEPAIINN Y ITAIIMEHTOB C PACIIPOCTPAHEHHBIM CUCTEMHBIM MACTOLIMTO30M
(110 TAHHBIM HU JOTUT UM. P.M. TOPBAYEBON)
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Beenenne. Pacnpocrpanennsiii cucremubiii macrouuros (pCM)
npeacrasiser coboil He6IArONPUSATHYI0 NOArPYIILy CUCTEMHOTO MAcTO-
nurosa, obbeaunsionryio arpeccusnyio popmy (ACM), TyunokI€TOUHBII
aeiixos (TKJT) u CM, accounuposannbiii ¢ rematosnoruyeckum sabosnesa-
nuem (CM-AT'3). Jleuenue panHoil kareropun nalueHToB TpebyeT npu-
MEHEHMS] AKTUBHOU JIEKAPCTBEHHON TEPAIMU U B PSLAE CILyYaeB IPOBEie-
HUS AJUIOT€HHOM TPAHCIVIAHTAIMH FEMOIIOITHIECKNX CTBOJIOBBIX KJIETOK
(anno-TI'CK).

Iens paGorbl. OueHurs pesysbTaTbl pasiUuHbIX BUAOB Tepanuu
y nanuentos ¢ pCM.

Marepuanst u meroasl. [luarnos ycraHaBinBascs B COOTBETCTBUN
c xputepusimu BO3 (2022 r.). O6cnenosanne BKIOYANO: KAMHUYECKUI
aHa/IM3 KPOBU C MUKPOCKONMEN MasdKa, IUTO- U TUCTOIOTMIeCKOE UCCIle-
AOBaHNE KOCTHOIO MOSra, ONPEeJeHUe yPOBHSI TPUITA3bl CBIBOPOTKH,
MOJIEKYJISIPHO-TEHETMYECKOE TeCTUpoBaHue Ha myrtauuu B rene C-KIT
(D816V, oaxsount 8-11, 17), yabrpasBykoBoe ucciegoBaHue OpPraHoB
OpIOLIHON MOJI0CTH U KOoMIbloTepHYI0 Tomorpaduio kocreit. Ouenka or-
BEeTa Ha TEPAaIuIo MPOBOJUIACH O KpUTepusam HanronaapHbIX KIMHMYE-
ckux pexomenpauuii (2024 r.) (rabauua).

Puc. 1. Pesynbtatsl obLueit BeixnBaemocTi

Puc. 2. Pesynbtatsl BeixMBaemocTH ¢ u 6es anno-TKM

Peayabrarst u o6cyxpaenne. 3a nepuon ¢ 2019 no 2025 r. obese-
nosano 130 maumeHTOB ¢ HANPABUTENbHBIM AMATHO3OM «MACTOLUTO3»,
y 73 nuarnos 6bu1 noarsepskaeH. CHCTEMHBI MaCTOLMTOS AMATHOCTH-
posan y 63 (86%) nauuentos, ua nux y 28 6v11 Bepudunuposan pCM.
Pacnpenenenue no nogrunam pCM 6s110 caepyromum: ACM — 7 (25,0%)
cnyuaes, TKJI — 4 (14,3%), CM-AT'3 — 17 (60,7%). Cpeau accouuupo-
BaHHbIX remarosiorndyeckux Heonaaauil B rpynne CM-AI'3 npeobnananu
muenopucniactuaeckuii cungpom (MC, 1 = 5) u ocrpsiit muenonnubiit
aeiixos (OMJL, n = 3); raxoxe GbLin mpejcTaBIeHbl MUeNOMHas GONe3Hb
(n = 1), muenopubpos (7 = 2), Hexnaccuduuupyemoe muenonponudge-
patuBHOe HOBOOGpaszosanue (2 = 2), Hexomukuuckas mumdoma (7 = 2)
u xpoHuueckuit muesomonouutaphsiii seitkos (XMMJL, 7 = 2). B kaue-
cTBe nepBoi inHuu Tepanuu 13 (46,4%) nauuenTos nosyuann mugocray-
pun, 9 (32,1%) — nonuxumuorepanuio (I1XT), 6 (21,4%) — anno-TT'CK
(8 kombunauuu ¢ mupocrayputom uau [1XT). B rpynne munocraypuna
k 12-My MecsiLy Tepanuu yacTHUHBLA OTBeT 3aperucTpuposan y 1 manu-
eHTa, KJIMHMYECKOe yyulieHue — y 1, crabunusanus sabosesanus —
y 5. Ilporpeccuposanue ormeueno y 6 manuenros. B aroil moarpymnmne
MeaMaHa BpEMEHU OT yCTAHOBJIEHU sl AMArHO3a 10 HaYaJla TepPaluy PeBbl-
wasna 5,5 roga, a sedeHne XapaKTepHU30BaJOCh HEPEryJ IS PHBIM IPUEMOM
WM HasHAYeHUeM Ipenapara B pegyuunpoBaHHbix 103 (26-200 mr/cyr).
B rpynny anno-TT'CK souwnn 6 naunentos: ¢ TKJI (2 =2) u CM-AI'3 (1 =
4), rne accoumuposanubimu sabonesanuamu 6pian MC (7 = 2), OMJI
(n=1) u XMMJI (z = 1). [IByxseTHsis1 obuias BLI>KUBaeMOCTb /sl BCEH
koroprsl nauuentos ¢ pPCM cocrasuna 54%, a ais rpynnsl, nosyunsumei
anno-TT'CK, — 53% (puc. 1, 2).

3axiouenne. [lposeneHHblil aHAIU3 1€MOHCTPUPYET HEYAOBJIETBO-
pUTEbHbIE Pe3yJ/IbTaThl KaK JeKapcTBeHHOH Tepanuu, tak u awto-1T'CK
y nauuentos ¢ pCM. Tlonyuennble faHHble MOAYEPKUBAIOT HEOOXOAU-
MOCTh TIIATEIbHOTO MOHUTOPUHIA U ONTUMU3ALMU J1e4yeOHOH TaKTUKH,
B YaCTHOCTM OIlpe/ie/IeH 1 sl ONTUMAabHbIX CPOKOB nposeaenus ano-TT'CK
Y NIpUMeHeHUsl TAPreTHOM Tepanuy y NalMueHTOB BbICOKOTO PUCKa.

Tabanua. XapakTepuctuka rpynns
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TEHETUYECKUE ACIHHEKTBI HACJAEJIACTBEHHOI'O AEOUIIUTA ECTECTBEHHBIX AHTUKOATYJISHTOB
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Beepenne. Tpombobunuu — sT0 HacaeacTBeHHO 00yCIOBJIEHHOE
nau npruobpeTeHHOE HapylUEHUE FeMOCTa3a, XapaKTepU3YyOLLeecs! IOBbI-
LIEHHOI CKJIOHHOCTBIO K pasBuTHio Tpomboszos. Cpean npuuun Hacjes-
cTBeHHBIX TpoMbodunuii uame Bcero Berpevatorcs samensr G1691A (F5)
u G20210A (F2). Menee pacnpocTpaHeHHbIMH, HO He MEHEE Cepbe3HbIMU
reretnueckumu pakropamu pucka Tpombosa sl UX HOCUTENEH SIBISIOT-
csl AepUUUTBI €CTECTBEHHBIX AHTUKOATYJNSHTOB — aHtuTpombuna III,
nporeuna C u nporeuna S, obycsioBIeHHbIE TATOrEHHBIMU BAPUAHTAMU
B reHax, Kogupymowux atu beaxu. s Bcex HUX XapakrepeH ayToco-
MHO-IOMUHAHTHBII TUI HACJIe0BAHUSI.

Ieas paGorbr. Onucars CHEKTP U YACTOTY BbISIBJIEHUS FEHETUUECKUX
napywennit B renax SERPINCI, PROC n PROS! y nanunentos ¢ nedury-
TOM ecTeCTBeHHBIX aHTuKoaryasHto (amturpombun III, mporeun C,
[POTEUH S COOTBETCTBEHHO).

Marepuanst u meroasl. B uccnenosanue sriroueno 44 neponcrse-
HBIX NallMeHTa C NO/03PEHMEM Ha HACJIe/CTBEHHble AeUIUTbI: aHTH-
tpombuna 11 (7 = 16), mporeuna S (n = 18), nporenna C (2 = 10). Ananus
nepsuuHOi cTpykTypsl renos SERPINCI, PROSI, PROC seinonuen mero-
nom cexsenuposanus no Conrepy. [{Bym GonbHBIM MpoBeeHO MONHOTe-
nomuoe cexsenuposanue (WGS) na 6aze OOO «Buorexnonoruyeckuit
KaMILyC» B paMKaX JOroBopa 0 Hay4HOM COTPYAHHYECTBeE.

Peayabrarst u o6cysxaenue. Iennsle napywenus upentudpunupo-
Banbl y 31 us 44 naunenros (70,5%) (rabnuua). B rene SERPINCI! Bui-
asaensl 1] marorennsix Bapuanrtos y 11 maumenros (68,76%). Bocemn
U3 HUX ABJSIMCH paHee He onucaHHbiMU. OQHUM M3 MATOreHHBIX Bapy-
aHTOB B ToM reHe Gbuta netextuposannas npu WGS kpynuas genenus,

sarparusatomas npomorop u ak3oH 1 rena SERPINCI. B rene PROSI
BbisiBiIeHb! 12 Bapuanros y 15 nmanuenrtos (83,3%): 4 ¢ neonpenenennoit
KJIMHMYECKON 8HaYMMOCTBIO U 8 marorenubix. llsaTp HapyweHuit siBis-
JMCh paHee He onucaHHbIMU B autepatype. Onun ns HUX GbL1 BbISBIEH
npu WGS — ¢.602-269A>G B untpone 6 rena PROSI, obpasyiouem Ho-
Bblit noHOpHBI caiiT citaiicunra (Splice Al 0,99). [1ns ouenku peansroro
BJMSHUS HANHIEHHOTO BAPUAHTA HA CIIAHCHHT HEOOXOAMMO MCCIIe0Ba-
uue na yposue PHK. Ilatorennsie sapuants rena PROS! c.162_153del,
c.762_793del, c.1638del Berpeuensr aaskabi. B reme PROC Bhissaenst
5 Bapuanros y 5 naunenros (60%): 2 ¢ HeonpeneseHHON KIMHUYECKON
sHaunmocTbio u 3 nartorennbix. OauH M3 HuUX He OblL1 OMMCaH paHee.
Briasaennsie Bapuantst B rene SERPINC/ BcTpeuanncs Bo BCeX 9K30HAX,
HO yale JJOKaJu30BaHbl B 9k30He 7, B rene PROS/ — B sx3onax 2, 8—10, 13,
14, B rene PROC Bce BapuaHTbI BbISBIIEHBI B 9K30HE 9.

axmouenne. Ha nunorneix Bbibopkax nanueHToB ¢ pedpuunuramn
€CTECTBEHHBIX AHTHUKOATYJSHTOB IOKA3aHBI CIIEKTPbl MyTALMH B IeHax
SERPINCI, PROC v PROSI. Metonom cexennposanus no CoHrepy renern-
4YeCKuMe HapyleHus BoisiBiIeHbl y 065,9% nauuenros. VssectHo, uro yacrora
KPYIHBIX [eJIeLuii B uccieayembix rerax cocrasiuser 5—10%, B cBsisu ¢ uem
Mbl [UIAHUPYEM MalMeHTam 0e3 BblSABJEHHBIX MPU CEKBEHUPOBAHUU My-
Tauui BeIMONHATH uccaenosanne meropom MLPA. Oro nosbicut wacrory
ONpe/ieIeHUsl FeHETUYECKUX NPUYMH AepULNTOB eCTECTBEHHBIX aHTHKOA-
CyJISHTOB. SHAHUE IPUYMH U KOMIUIEKCHASI AMATHOCTUKA HACJIEACTBEHHbBIX
nedururos anturpombuna 111, mporenna C u mporenna S croco6eTsytor
KOPPEKTHOMY JIeYeHHIO MAI[UeHTOB U CBOEBPEMeHHOI mpodunakTuke Bo3-
MO>KHBIX TPOMOOTHYECKUX OCJI0KHEHUHN Y YIEHOB UX CeMEIL.

Tabnuua. Tunsl 1 yactoTa reHeTuyeckmnx Hapywehui B renax SERPINCI, PROSIT, PROC

Repnurr ecrecrsemoro anmmaarymira (1~ | [OMeSROTANeNIn | fomeeso s e g et .
KON-BO MCCNEAYeMbIX NAUNEHTOB) & KasyaTAsHIX feHaxX banee He oncanisx) Muccenc Homcenc }J’.)e::::iqc::imr;;n Eg:z::: HGPYLU:::;CnnaM-
Anturpombun Il (n = 16) (ren SERPINCI) 11 (68,75%) 11(8) 3 2 4 1 1
Mpotenn S (n=18) (ren PROSI) 15(83,3%) 12 (5) 7 - 3 - 2
Mpoteun C (n=10) (ren PROC) 5(50%) 5(1) 5 - - - -
Beero (n = 44) 31 (70,5% 28 (14) 15 2 7 1 3

Anumbapoea J1.M.', Nlazapenko A.A.', Kuctenesa J1.6.2, Antunat H.A.%, Tpe6ennnkosa T.B.

CKPUHUHT MAPKEPOB AJIb®A-, BETA- 1 TAMMA-TEPIIECBAPYCOB (ORTHOHERPESVIRIDAE) Y IOTEHIAAJIBHBIX TOHOPOB KPOBH,
ITPOXMBAIOIINX B MOCKBE U MOCKOBCKOU OBJIACTA
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Bsepnenue. I'epriecsupycot (I'B) aBasiorcs ognumu ns cambix pac-
[IPOCTPAaHEHHBIX B 1€JI0BEYECKOI IOy LUHU 1aTOr€HOB-OIIOPTY HUCTOB.
Bce I'B crioco6ubl BbI3bIBATH pasiudHble MO KIMHUYECKONH maHudecTa-
uuu 3abosIeBaHUS, KOTOPblE NPEACTABIASIOT HANOOJIbILYI0 AKTYaJbHOCTD
Yy JMI ¢ UMMYHOCYTpeccHeii, y KOTOPbIX HabJI0/laeTcs BBICOKUH PUCK
[epPBUYHOIO 1/MUJIM IOBTOPHOIrO 3apaykKeHUsl, PEAKTUBALY BUPYCOB.

Ilens paGorer. Boiasuts ceposornueckue n MoJeKynsipHble MapKepbl
undexumii, soissannex o-I'B (BIII-1, BIII-2, B3B), ﬁ-FB (LIMB, BI'4-
6A/B, BI'4-7) u y-I'B (BOB, 'BU-8) y norenuunanbubix 10HOPOB KPOBH.

Marepuasst u meroapt. [IposeneHo trectuposanue 06pasLos kposu (Cbl-
BOPOTKA KPOBH, LieJbHast KPoBb, mi1asma) 150 310poBbIxX 1OHOPOB B BospacTe
ot 19 o 50 ner (cpennwuit Bospacr 34,5 + 15,5 ropa; 112 (74,7%) mysxuun n 38
>keH1uH), nposkusatoumx B Mockse (62,7%) 1 Mockosckoii obnacty, Ha Ha-
anuane aururen [gG n IgM x BIII-1, BIII-2, B3B, LIMB, BI'4-6A/B, BI'U-
7, BOB, I'BU-8 ¢ nomoursio kommepueckux nHabopos mias IDA poccuiickoro
npoussBoacTsa; Ha Haamune [JJHK ermeynomanytoix Bupycos merompom I[TLIP
¢ rubpuusannonHo-¢yopeclieHTHON AeTeK1ueli B peskKIMe PeanbHOro Bpe-
MeHMU, C UCHOJIb30BaHUEM HAOOPOB PeareHToB /sl KaueCTBEHHOrO OIpesiesie-
nust JJTHK I'B. O6pasupt kposu cobupamu 8 2017-2019 rr., obpabarsisanu
M XpaHWJIM B COOTBETCTBUM CO CTAHJAAPTHBIMHU TpOLe/ypamu besonacHocTu
u pekomenpanusamu. [lporokon uccrenosanust Gbl1 0f0OpeH BTHUECKHUM
xomureTom yupexaenus (mporokosn Ne 6 or 27 )1e1<a.6p51 2018 r.), u oT Bcex
JIOHOPOB BbLJIO MOy YeHO MUCbMEHHOE UH(POPMUPOBAHHOE COMNIACHE.

Peaynbrarer m obGcyxpenme. Amanus mapkepos ['B moxasasn,
uro ceposornyeckue mapkepst k BITT-1 obun BeIsiBaeHsl B 125 (83,3%),
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LIMB — 8115 (76,7%), BOb — 8105 (70%), B['4Y-6 (Toabko Tun B) — 96
(64%), B3B — B 69 (46%), BI'U-7 — 840 (26,7%), BIII-2 — 8 20 (13,3%)
obpasuax kposu. Toabko 5/125 (4%) obpasuos conepkanu anturena [gM
k I'B, a 3/125 (2,4%) — onnospemenno auturena I[gM u IgG. Bee mono-
pbt 6blu pasaenenst Ha 4 rpynnst (ceponerarusnsie (IgG-/IgM-), panee
unpunuposannsie (IgG+/IgM-), ¢ ocrpoit/nenasueit undexuueir (IgG-/
IgM+) u ¢ peaxrusanueii (IgG+/IgM+)): nogasusioee 6OJIBIIMHCTBO
JIOHOPOB OBLIO OTHeceHO K rpymme panee unpunuposannbix. JJHK B3B,
BIII-2, BI'Y-7 ne 6buia obnapysxena nu B ogHom obpasue, JIHK BOB,
BIIT-1, IMB, BI'Y-6B 6bu1a soissaena s 7,6, 2,4, 6,1 u 4,1% obpasuos.
YacroTa BbisiBieHus akTUBHBIX (opm (epBUYHAs OCTpas U peakTUBa-
nus) 6oi1a Hambosee Boicokoit ans BOB-, LIMB-, BI'U-6-undexuunn.
OpHospemenHas KofeTeknusi AByX, Tpex u uethipex 1'B Gbiia BrisiBie-
Hay 30,4, 4 u 1,6% nonopos coorsercrsenno. Ceposoruueckue u mose-
kyasipuble mapkepsl BI'U-8 ne Gbliu BbisiBeHBI HM B ogHOM obpasue.
ComnocraBnenne pesysnbTaToOB CKPMHMHIA MApKEPOB IOKAa3aso0, YTO OIl-
TUMAJBHBIM /ISl TPYTII PUCKA SIBJSIETCS MCIONb30BaHUe 00pasloB Kpo-
BU CepPOHEraTUBHBIX JOHOPOB, y KOTOpbIX He obHapyxusaercs JJTHK I'B,
a JOMyCTMMBIM — MHCHOJb30BaHUE 0OPA3LOB CEPONOZUTUBHBIX JOHOPOB
6es axtusanuu (IgG (+); IgM (-) u orcyrersuem JHK I'B (-).

3akiouenne. PesynbraTbl CKPUHMHIA CBUETENBCTBYIOT O BBICOKOM
pacnpocrpanenHoct mapkepos I'B y moreHnuasnbHbIX 10HOPOB KpoBU
U MOTYT ObITb MCIOJIB30OBAHBI /71 pa3paboTKU KOMILIEKCA MepOIpUsTHii
ISl CHYOKEHUSI puCKa TpaHcmuccnu |'B penmnuentam kpoewu, BKiIOuUas
MAILMeHTOB C 0CJ1abJeHHBIM UMMy HUTETOM.



MPUNOXEHME 1

Acunoe C.C.

TAIUIOUIEHTUYHAS TPAHCITAHTAIIMAS ITPU ATIJTACTUYECKOM AHEMMU: CMEHA ITAPAJTUTMBI 1 KJIMHUYECKAS
PEAJIM3AIINS B PASBUBAIOHIEMCS TPAHCIVIAHTAIIMOHHOM HEHTPE

PeCI‘I\/6ﬂMKOHCKWZ CHeLMOJ'\VBMpOBOHHbHZ HO\/WHO-HpOKTMWeCKM\Z MeaNLMHCKMI LEeHTp rematonorin MMH3ﬂ,pC]BO Ya6exncrana

Beenenne. Annacruueckas anemusi (AA) — rsorenoe saboneBanne
KPOBETBOPHOH CHUCTEMBI, XapaKTepU3y0Leecs allasueil KOCTHOMO3IOBO-
ro KpoBeTBOpeHUsl. Y MalMEeHTOB C PeLUAMBUPYIOIUM UK pedpakTep-
HBIM T€YEHHEM NP OTCYTCTBUU IOJHOCTBIO COBMECTUMOTO POACTBEHHOTO
WJIM HEPOJCTBEHHOTO [JOHOPA TAIVIOMAEHTUYHAS TPAHCIUIAHTALMS TEMO-
noatudyeckux ctBosoBbix KiaeTok (ramto-TT'CK) cranosurtcs kmrouesoit
TepaneBTHuecKoii onuueil. B atux ycnosuax ocoboe snauenue npuobpe-
TaeT ONTUMU3AIUS CTPATEr MU TPAHCIIIAHTALUY, BKJIIOYAIOIIeH BHIOOP pe-
JKMMa KOHANLMOHUPOBAHMS, UCTOYHNKA KJIETOUHOTO MPOAYKTa U TIOAX0-
OB K IpodpuIaKTUKe peaklIUil «TPAaHCIIAHTAT IPOTUB XO35MHA .

Ieas paGorbl. AHanus nepsbIX Ppe3yJNbTATOB NPUMEHEHUs Tra-
mno-TI'CK y nauuenTos ¢ npuobperenHoit AA B ycnoBusax paspusaiole-
roCst TPAHCIIJIAHTALMOHHOTO LEEHTPA.

Marepuans: u metogpt. C 2024 no 2025 rop seinonseno 5 ramno-TT'CK
nauueHTam ¢ npuobpereHHOH AA, Bce MALMEHTHI B KauecTBe MEPBOIl Ju-
HUM TepANMU MOJydanad Kypc KOMOMHUPOBaHHOI MMMYHOCYIIPECCHBHOM
tepanun. Meanana Bospacta Ha MOMEHT TpaHCIUIAHTaLMK coctaBuaa 29,5
ropa (21-47 ner). Bpems or auarnosa no TI'CK sapbuposasio or 7 no 45 me-
caues (meqnana — 25 mec.). B kauecTBe McTouHMKA TpaHCIIAHTATA MCTIONB-
sosanuch nepudepuueckue crsonossie kiaetku kposu ([ICKK). Pexxum kon-
nunmonuposanus srmodan FluBu8 (paynapabun 30 mr/m? ¢ —7 o -2 nens,
6ycyabdan 8 mr/xr B —4 u -3 auu) y 2 naunentos u FluCyBu8 (paynapabun
30 mr/m? ¢ —7 1o —2 pens, nukaodocdamu 25 mr/kr B —3 u —2 gun, Gycynspan
8 mr/kr B —5 u —4 nnu) y ocranbHbix. Bee nanuenTs: B cocTas peskuma KOHM-
LMOHMPOBAHU Sl /IOMOJHUTENbHO NOJLyYaln TUMOMIOOyIMH B 03e 3—5 Mr/kr.
IMpodunakrura PTIIX Brrouana HU3KOAO3HBI HOCTTPAHCIIAHTALIMOHHBIH

nukaodocdamun (ITLD) (25 mr/kr na +3 u +4 anu), mukodenonar mode-
i (30—45 mr/kr ¢ +6 aus) n unkaocnopun A (3 mr/kr ¢ +5 nus).

Peaynbrars u 06cysxaenne. Ha moment ananusa meguana nabmniose-
Hus coctaBuna 3 mecana (or 1 no 8 mecsues). ¥ 3 us 5 nanuenrtos (60%)
OBLIO AOCTUIHYTO TPMIKMBJEHWe TpaHcriantata. Meauannoe spems
npukusienue neiirpopunos >0,5x10%/n cocrasuno 10 nneit, Tpombonu-
toB >20x10°/1 — 11 ameit. Y aByX maumeHTOB KOHCTATHPOBAHO TIEpPBHY-
Hasl HECOCTOSITEIbHOCTb TPAHCILIAHTATA, OJMH NALMEHT YMep OT CEercuca,
apyromy Oblia mposesieHa ycneurnas nopropHas ramao-1T'CK co emenoi
nonopa, y octaabubix 3 TI'CK 6buto nposepeno ¢ nobasiennem 8 PK
nuxnogpocdamuia B fose 25 Mr/Kr 2 AHS ¢ AOCTUIKEHNEM TIPUKUBJIEHUSL.
Ha moment ananusa obmas ssixusaemocts (OB) cocrasuna 60%, 6ecco-
Gurtuitnas seoxkusaemocts (BCB) — 60%. Yacrora passutus oPTIIX
II-1V crenenu cocrasuna 20% (n = 1), xpounueckass PTIIX ne saperu-
CTpUpOBaHa.

3axaouenne. Hecmorps Ha yuyulenne peaybTaToB ralionaeHTHY-
noit TI'CK npwu anokauectsennbix sabonepanusx, ucxoast ramiao-TTCK
y MALVYeHTOB € alIaCTUYeCKOH aHeMUel OCTAIOTCs HEY/OBJIETBOPUTEb-
HBIMU BCJIE/ICTBUE BBICOKOTO PUCKA MH(EKIIMOHHDBIX OCJI0KHEHUH 1 HECO-
CTOATENBHOCTH TPAHCIIAHTATA, 0COOEHHO B IPYTINe paHee Npe/ledyeHHbIX
nauuenTos. [Ipexsapurensusie nannbe nepeoix ramiao-11'CK y nanuen-
TOB ¢ npuobpetenHoit AA ¢ UCHOJIb30BAHMEM BTOPOrO ajKUJIUPYIOLIEro
arenta B PK nemoncrpupyior Heo6XoanmocTs paHHell TpaHCHIAHTALUY
U uHTeHCUPUKAIUYN PeKMMa KOHAUIMOHUPOBAHUS KAK KJIOUEBBIX Mep
[J1s npeososienns bapbepos ycnewnoro soinoanenus ramo-1TCK y nan-
HOI KaTeropuu MalUeHTOB.

bapabaHwukoea M.B., Xoronee [.K., YepHbiwosa [I.A., Pypakosa T.A., bonpapenko C.H., Mopozoea E.B., Bnacosa I0.1O., CuupHosa AT,
Kynarun A.Ll., Mouceee U.C.

JABYXKOMIIOHEHTHASA ITPOOUJIAKTUKA PEAKIINN «TPAHCIIVIAHTAT ITPOTHUB XO34MHA» HUKJIOOOCOAMIIOM
1 PYKCOJIMTUHUBOM: OITHIT TIPUMEHEHMS B PEAJTbHOM KJIIMHUYECKOW ITPAKTUKE

DIBY BO «[lepeuiit Cankr-lNetepbyprekusi rocynapcTseHHbIin MeUUMHCKMI yH1BEPCUTET Menu akapemika M. M. Maenosa» Munsapasa Poceun, HAW [IOMUT um. PM. Top6adesori

Beepenue. B npeppiaymux ny6aukaunsax mbl coobliadu o BbICO-
Koit adpexTuBHOCTU M GesonacHOCTH pexxuma NpodUIAKTUKU PeaKIuu
«rpancriantar npotus xossuna» (PTIIX) 6Ges nnruburopos kasnbuu-
HeBpHHa ¢ ucnoabzosanuem nukaopocdamuaa (IITLHD) u pyxconurn-
nuba (IITLHOPykc) npu muenodubpose (MD) (NCT02806375) u ocrpbrx
neiikosax (OJI) (NCT04669210).

Ilenas paGorer. OueHuTh AOATOCPOUHbIE PE3YNBTATHI MPUMEHEHUS
npodunaxruxu [ITHOPyxkc B pyTunHOil KIMHNYeCKOH npaKkTHKe.

Marepuannst u meronsl. B uccienosanue 6uin pritouenst 225 nanu-
eHTOB cTapuie 17 JeT co CTaHAAPTHBIM PUCKOM, KOTOPBIM OblJIa BBIMOJ-
HEHa aJITOTEHHAs TPAHCIIAHTALMS F€MOIIOITUUECKMX CTBOJIOBBIX KJIETOK
(an10-TT'CK) no noeoay ocrtporo muesouanoro, aumdobaacraoro Jeii-
kosa unu M® B nepuog ¢ 20156 no 2025 r. Xapaxrepucruka nauueHTos
npeacrasiena B tabaune 1. Bee nanuents: nomyuunian koHAMLMOHMPO-
panue 1o cxeme FB2-FB4 ¢ pyxconurunubom 15-30 mr/cyr ¢ -7 no -2
leHb U npo¢mnak’rnky PTIIX: IITLI®D 50 mr/kr na nuu +3
u +4, pyxconurunub 15 mr/cyr ¢ +6 no +21 gens u 10 mr/cyr
¢ +22 no +150 nenn. Menuana nabnonenus cocrasuiaa 17
mecsaues (1-117). Ouenka ncxonos nposesnena 3a 4-aeTHuit
Hepuoy HabII0AeHUSL.

Peayabrarst u o6cyskaenne. Kymynarusnana yacrora
npukusnenns (KYII) cocrasuma 93% (95% A1 90-97%)
¢ mepnanoit 18 ngueit (12-229). Bpema no npwskusnenns
6b110 sHaunmo Boiwe, a KUIT snauumo nuxe npu M@, uem
npu OJI, — 34 nua u 89% nporus 17 nueit n 96% coorser-
creenno (p < 0,0001). Kymynarusnas gacrora (KH) ocrpoit
PTIIX II-1V crenenu cocrasuaa 18% (95%, 11 13-23%),

III-1V crenenn — 5% (95%, AU 3-8%). Habnwonanacs
snaunmas pasuuna B KY ocrpoit PTIIX II-1V crenenn
B 3aBUCHMOCTH OT Tuna poHopa: 8% — mnpwu HeponcTseH-

nom nonope HLA10/10, 4% — npu poacrsennom (PL),

21% — npu rammoupentuunom (IN1), 28% — npu nepopcrsenHOM
HLAY/10 (p = 0,006). K4 xpounueckoit PTIIX cpeaneit u tsoxemnoit cre-
nenn coctaBuaa 27% (95% AU 20-35%), rsoxenoir — 10% (95%, [N
6-16%). Tun ponopa snaummo ne Bamsa Ha KY xponnueckoit PTIIX
(p = 0,20). dpyrue ocnoxxuenus nocne awno-TT'CK onucansr B Tabu. 2.
Bespeunnusuas neransuocts (BPJI) cocrasuna 19%, xymynsarusnas 1a-
crora peunausa (KUP) — 19%. BPJI 6bi1a nuske y naumentos ¢ OMJI
(10% nporus 26%, p = 0,02), Toraa kax pasauuuit B KUP ne nabaronamnocs
(p = 0,71). Obuas sbixuBaemocts cocrasuna 71%, GespenuansHas Bbl-
skusaemocts — 62%, soixusaemocts 6es PTIIX u peunnusa (BBPP) —
49%. BEPP snauumo pasnnuanacs B saBUCMMOCTH OT THIIA foHOpa: 69% —
npu nepogcrsentom gonope HLA10/10, 46% — npu P, 44% — npu '],
34% — npu nepopcrsennom HLA9/10 (p = 0,01). B muorodakroprom
ananuse anno-TT'CK or meponcrsennoro nonopa HLA9/10 (OP 2,6, 95%
AN 1,2-5,1) u I'] (OP 2,5, 95% AU 1,2-5,1) snauumo yxynuwana BEPP

Puc. MuorodakTopHsif ananua seixusaemoctu 6e3 PTINX 1 peunansa
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no cpasHenuio ¢ anno-TT'CK or neponcrsennoro ponopa HLA10/10, to-
raa kak aas P rakoro siausiaue we mabmonamnocs (OP 1,5, 95% 111 0,6—
3,0) (pucyHok).

Tabnuua 1. XapaKkTepucTHka naumueHTos

3axarouenne. Onbir npumenenus [ITLHOPyke B pyTunnoit npaxru-
Ke Ha OOLIMPHON KOropTe MalMeHTOB COMIACYIOTCS C MOLYUYeHHBIMU pa-
Hee pedyabratamu. [laHHOe MCCIefOBaHME TAK)Ke MOATBEPAMIO HUBKYIO
vacroty Tsikenoir PTITX, BeHoOKKI103MOHHOI Gosle3HM TIeYeHU U TpaHC-
MJIAaHTAT-aCCOLMUPOBAHHOM MuKpoanruonaruu. Hecmorpst Ha BbicOKyI0

% (n), N =225 sddexrusnocrs peskuma INTLDPyke, crenens HLA-coBmectumoctn
Bospacr, meanara (ananason), net 44(18-75) OCTaeTCsI 3BHAYMMbIM Cl)a.l(TOpOM, BJUSIIOIMUM Ha UCXO[Q annoTT'CK.
MyxumHsi 50% (112)
KeHumHs 50% (113) Tabnuua 2. OcnoxHenus anno-TITCK
OcTpbiit MHenobaacTHbIl neitko3 53%(119) OcnoxHenue Yacrora, %
Muenopubpos 29% (66) CuHapom BEIBPOCA UHTOKUHOB 27
Ocrpbiit iuMo6RACTHbIA NeKo3 18% (40) BeHookknt03noHHas 6one3Hb neveHn 1,30
PopcTeeHHbif foHop 1% (24) TpaHCNNGHTAT-ACCOUUUPOBAHHAS MUKPOTHTONATHUS 0,60
[annonaeHTUYHbIA fOHOP 23% (53) Peaktnsaums LIMB 49
HLA-coBMeCTUMBII HEPOACTBEHHBIN LOHOP 29% (65) Peaktnsaums supyca repneca 6-ro una 40
Yactnuro HLA-coBmecTUMbIN HEPOACTBEHHBIN AOHOP 37%(83) TokcuuHocTs 3—-4-it cTenenu
CD34"x 106 /xr, meanana (pasbpoc) 6,4(1,0-11,9) Mykosut 35
Crsonosele knetku nepudeprieckoi Kposu 96% (216) lenarotokcuyHoCTs 6
Kocrhbiit Mosr 4% (9) Octpoe nospexaenue noyex 0,60
Pexum KoHAMLMOHUPOBAHMS MHdekums kposoToka 38
FB2 17% (39) Cencuc 23
FB3 76% (170) MHesmoHus 28
FB4 7% (16) MHbekuns markux Tkaxei 8

Bapxatos U.M., Bongapenko C.H., Apsamasosa B.U., Capsikoe A.M., Ba6enko E.B., Ao6oea b.U., Bybapoeckas J1.C., Kynarun A L.

MOJIEKYJISIPHO-TEHETMYECK M MOHUTOPUHT OIEHKH QJIMMUHAIIMA OITYXOJEBOI'O KJIOHA KAK MTHCTPYMEHT
ITPOIHO3UPOBAHMS PELIAIABA TIOCJIE AJIJIO-TTCK ¥V ITAITMEHTOB C OCTPBIM MUEJIOM/THBIM JTEMKO30M

PreY BO «[epauit CankT-lNeTepbyprekuil rocynapcTBeHHbIN MeanumHCKmii yHnsepenteT nmenn akagemuka V.1 Masnosa» Munsgpasa Poccun, HAW LOTMMT um. PM. Top6auesoii

Beenenne. Broissnenne omnyxosecrnenuduuHbIX  MOJEKYJISIPHBIX
MapKepOB PAaCcCMAaTPUBAETCS KaK ONMH M3 KJIOYEBbIX IIPOrHOCTUYECKHUX
daxropos npu ocrpom muenougnom neiikoze (OMJI), B Tom umcne u y
MAaLMEHTOB, MEPEHECIINX AJUIOTEHHYI0 TPAHCIIAHTALMI0 TeMONOdTHYE-
ckux ctBooBbix KiaeTok (amno-TT'CK). Tak seisasnenne MODB nossonser
OLEHUTDb PUCK PA3BUTHUS NOCTTPAHCIUIAHTALMOHHBIX PELUANBOB, IIPOBe-
cTu cTpaTuUKAIUIO TAIIUEHTOB M CBOEBPEMEHHO KOPPEKTHPOBATh MOCT-
TPAHCIIAHTALMOHHY |0 TEPAIHIO.

Ieas paGorsl. Ouenka BAUSHUS KOJMYECTBEHHBIX XapaKTEPUCTUK
ouenxu MOD u oxcnpeccun renos W77 nu BAALC na BepositHOCTD passu-
THSI HOCTTPAHCIUIAHTALIMOHHBIX penuansos y nanuentos ¢ OMJL

Marepuasnnt u meronpt. B ananus sxaouensr 79 naunenros ¢ OMJI,
naxopusuxcs nepen awno-IT'CK B nepsoit (7 = 59) nnu sropoii (2 = 20)
pemuccun. Bospacr cocrasun 18-70 ner (mepmana — 36 set), mepuana
nabmonenus — 23 mecana (muanason 4-167 mecsnes). MOB onenuba-
sau meropom [P mo xumepubim tpanckpunram (RUNXI1:RUNXITI,
CBFB:MYHI1, PML:RARA) u ¢ ucnonbzoBaHuem NpoTOYHON LUTO-
merpun. [lonosHUTENPHO BCeM NMALMEHTaM BBIIOJHSIIM AHAIM3 IIOCT-
TPAHCIIAHTALMOHHOTO XMMEPU3MA U UBMEPSIIM Y POBEHb OTHOCUTEIBEHON
axcnipeccun W77 w BAALC.

Peayabrarer u obcyxaenne. MOB Boissiaena y 15 manuentos,
ocranbHble Ha MomeHT rpaHcmaantauuun umenn MODB-neratusnbIN
craryc. MODB-nosuruBHbBIE HanMeHTBl XapaKTEPU30BAJIMCh CTATHCTH-
yeckM 3Hauummo Gosee BbICOKOi# uacrtoToit penmausos mocae TICK:
B 0obreit BbI60pKe peunaus passuics y 36% B rpynne MOb+ u y 22%
B rpynne MOB- (p = 0,002). Bo Bropoii pemuccuun pasauuus 6buau

Gonee Boipaskenubimu: 66% y MOB+ nporus 17% y MObB- (p = 0,03).
Bespeunansnas seoxusaemocts y nanuentos ¢ MOB 6buia nuske;
npu Muen0abIaTUBHOM PeXXKMMe KOHAUIIMOHUPOBAHUS BbIXKMBAEMOCTD
cocrasuna 50% B rpynne MOB+ u 70% B rpynne MOB- (p < 0,001).
Y uacTM nauueHTOB B NOCTTPAHCIIAHTALMOHHOM IEPUOJE OTMEYa-
nace gaurensHas nepcucrenunsa tpanckpunros RUNXI:RUNXITI
u CBFB::MYHI11; ux coxpanenne nocne TI'CK (mennannoe Bpems BbI-
apaenust — 100 gneit) GbIO CBA3aHO ¢ MOBBIIIEHUEM PUCKA PEIUAUBA.
[Tosbimennas sxcnpeccust W77 u BAALC no tpancnianranuu accouu-
uposazace ¢ nocaeayromum peunausom (p < 0,05); ananoruunsie Ten-
neHunu otmedanucs u npu ux mouuropunre nocae TT'CK. Kpome Toro,
CHVDKEHME NOJIM JJOHOPCKOrO XMMEPU3Ma MOCJ/Ie TPAHCIIIIAHTAILIMH LOCTO-
BepHO KoppeaupoBsaso ¢ pocrom pucka peunausa (p = 0,004). [Ipu atom
najeHye JOHOPCKOIO XMMepU3Ma U HosiBIeHue runepaxcnpeccun WT1/
BAALC memoHCTpupoOBasn orpaHUYeHHBIE TPEAUKTUBHBIE BO3MOYKHO-
CTH: MeJMaHa MHTEPBAJa OT U3MEHEHU s TOKAa3aTeaell 10 KIMHUIECKOTO
peunana cocrasuna 10 gueit.

3axmouenne. MODB-nosutusnbi cratyc nepen awno-TT'CK sasnser-
CSl 3BHAUMMBIM HeOJIArONPUSTHBIM NPOCHOCTUYECKUM IPUBHAKOM Y Ma-
uuentos ¢ OMJI B oTHOLIEHMYM MOCTTPAHCIIAHTALIMOHHBIX PELUANBOB.
JlonosHUTEIbHBIMY MapKepamMy BBICOKOIO PUCKA BBICTYNAIOT HEPCUCTEH-
LUl XUMEPHBIX TPAHCKPUITOB U CHYDKEHHME YPOBHS LOHOPCKOIO XMMe-
pusma nocae TI'CK. Komnuekcusiit monnrtopuar MOD, Brmouarommit
MOJIEKYJISIPHBIE MAapPKEPhI, JOHOPCKUI XMMEPU3M, & TaK¥KE OKCIPECCHUIO
WTI n BAALC, nenecoo6pasHO MHTErpUpOBAaTh B KJIMHUYECKUIl ajro-
purm Benenus nanuentos ¢ OMJI nocie anno-TT'CK.

Bupepman B.B.', KoxHo A.B."?, Bonbwakoe B.A.!, AsupHeik B.H.!, Kysemuna J1.A.', Cyaapukos A.B.
MOJIEKYJTSIPHO-TEHETUYECKAS TUATHOCTUKA CUHAPOMA VEXAS —~ OIIBIT ®I'BY (HMUII TEMATOJIOT MN» MUH3IPABA POCCUU
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Beepenne. Cungpom VEXAS — orxpsiroe B 2020 rony sabonesanue,
HNPUYMHON KOTOPOTO ABASIOTCS comaTnyeckue myrauuu B rere UBAI B re-
monoatuieckux crouosbix kierkax ('CK) u B nupxynupyromux mu-
eJOMAHBIX KJeTKax, HO He B aumdonnrax. Cungpom VEXAS coueraer
B cebe NpOsIBIIEHNSI CHCTEMHOTO Ay TOBOCHAJIEHUS C BOBJIEYEHNEM PABHBIX
OpraHOB M TKaHei, B 3aBUCMMOCTH OT KOTOPBIX HAaLlUEHTAM MOLYT ObITb
BepudULMPOBaHbl pasiuuHble AUarHo3bl. [lo nuTepaTypHBIM AaHHBIM,
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y 60% Goabubix cungpomom VEXAS Berpevatorcs renernyeckue myra-
LMM, aCCOLMMPOBAaHHbIE C KJOHAJbHBIM KposeTBopenuem. lanuenram
¢ MJZIC crapuwe 40 ser npyu HaAMYMKM CUCTEMHBIX AyTOMMMYHHBIX IPO-
sisaennit, npu nossiwenuun CPB Gosnee 15 r/n u Hanuuun maxpouurapHoii
aHeMMU W/MaM TPOMOOLMTONEHMM, BaKyOJIM3ALUU KJIETOK TPaHyJIOLU-
TapHOTrO U APUTPOUJHOIO POCTKOB KPOBETBOPEHUS TOKA3aHO TECTHPOBA-
Hue Ha myrauun B rene UBAL.



Iens paGorbr. Onenuts uactory cunapoma VEXAS u ero ceasp
¢ myrtauusimu B redax DNMT5A v TET2 na nunornoi BbIGopKe GOIBHBIX
c MAC u MJIC/MITH.

Marepuanst u meroabl. B uccienosanue skioueno 47 nanmeHTos
¢ MIAC n» MIIC/MIIH ¢ npusHakamu CHCTEMHOrO BOCHAJUTENBHOTO
npouecca, nabmoaasmuxcs 8 HMUIL remaronorun ¢ 2022 no 2025 r. (42
My>K4MHBI, 5 >KeHIUMH, MeauaHa Bospacrta 66 snet). Onpenenenne myra-
uuit B renax UBAI, DNMT5A v TET?2 nposoanan meTogom BBICOKOTIPOU3-
BOJMTEJILHOIO CEKBEHUPOBAHUSL.

Peayabrarst u o6cysxaenne. Y 13 Gonbubix us 47 (27,6%, Bee myx-
uyunel, > 50 ner) 8 [JHK, Boigenennoi u3 KeTOK KOCTHOrO MO3ra, ObLIN
BoisiBiienbl myTanuu rena UBAL. Y 11 GonbHbIX BBISIBJIEHDBI CaMble YaCTble
myraunu 41-m xopone: B 3 cayuaax — c.A121G:p.M41V; 84 — c.A121C:p.
MAIL, B 3 — ¢T122C:p.M41T. Takske Gbliu obHapysKeHbI ABA PELKUX
Bapuanra ¢.118-1G>C u ¢.T209A:p.L70H. Bo Bcex cayuanx amnenbHas
Harpyska myranuii 6bu1a Beicokoit — Gosee 60% B pebrorHOM MaTepuade.
VY oaHOro M3 maumeHToB ObLT AOCTYMEH Marepuas B AUHAMMKE Ha QoHe
repanuu (asauutuaun + merunpen + rpancdysun ICK/K) — B Tpex
npobax aejbHas HArpy3Ka 3HAYMMO HE YMEHbIIAJACh, dIMMUHALMU
MaTOJOTNIECKOro KJIOHA He npoucxoamnio. [locue anno-rpancnnantannn

MPUNOXEHME 1

I'CK oT poacTBeHHOrO I0HOPA MyTalus MepPecTaa BhISBAATHCS Ha (oHe
oJIHOrO foHOpckoro xumepusma. Myrauun B renax DNMT5A v TET?
6bLu BoisiBieHbl Y 2 GoabHbix 3 11 — y 1 B oboux renax uy 1 8 DNMT5A
(B 06oux ciyuanx ¢ apuanrom p.M41L), uro sHaunTenbHO MeHble, YeM
10 ﬂl/lTepa,TyprlM JAaHHBIM.

3axmouenne. Hamu nannbie noxasbiBaloT BHICOKYIO 4aCTOTY BCTPe-
yaemoctu cunapoma VEXAS cpenn 6oabnsix MIIC u MJIC/MITH c npu-
3HAKAMM CHCTEMHOTO BOCIHAJMTEIbHOro mponecca. HacroposxeHHOCTh
orHocuteabHo VEXAS kpaiiHe BakHa [/151 CBOEBPEMEHHOIO HA3HAYEHUSI
ONTHUMAaJbHOM TEpaluy, B HACTOSIEE BPeMs BKJIOYAIOLIEH TPU KOMIIO-
HEHTAa: BJIMMMHALMIO TaTosornieckoro kiaona UBAl-myranTHbix kietok,
CHCTEMHYI0 NPOTHBOBOCHAIUTENBHYI0 U IMOALEPIKUBAIOULYI0 TEPANHNIO.
JlurepatypHble faHHble IOKA3BIBAIOT, YTO IIPOrHO3 TeUeHUs 3aboteBaHms
TaK)Ke MOXKET OTJIMYATbCS PH PasdHbIX BapuaHTax myrauuii rena UBAI
U MX COYETAaHUM C APYTMMU F€HETUYECKMMU HapylleHusmu (Hampumep,
myTauuamu B renax DNMT5A, TET2, SF5BI v np.), onHaxo pasmep Hamel
BBIOOPKM MOKA He MO3BOJISIeT CAesaTh MoA00HbIX BbiBOOB. | lnanupyercs
[POAOJDKEHYE U3y YeHU s PACIPOCTPAHEHHOCTH U CIIEKTPa My TallMii B reHe
UBAI a taxoxe nx coueTaHusi C ADYTMMU F€HETUYECKUMY U3MEHEHUSAMU
M MX BJIMSIHUE HAa TedeHHe 3aboseBaHuUs.

borpanosa [1.A."2, Myxansckas T.B."?, LLlatunoea A.A.%, Tupwoea J1.J1.3, Aemnpos O.H."%4

HOBASI KOMBUHMPOBAHHAS TEPATIVISI HA OCHOBE BEHETOKJIAKCA JIJISl IEYEHUS ITALIMEHTOB C OCTPHIM MUEJOW/THBIM
JIEIKO30M (OM.JT)
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Beepnenune. Crapenue cBsisaHo ¢ pasBUTHEM KJIOHAJILHOIO FeMOIO093a
(KT') u muenopucnnacruueckoro/ muenonponndepaTuBHOro CHHAPOMA.
Ocoboe snauenue B pazsuruu KI' nmeror ykopouennsie myranuu PPM1D,
4acTo BeIsBAseMble npu nHAynuposanHom tepanueii KIT PPMID (npo-
reundocdaraza Mn2/Mg2*-zasucumasn 1D, Wipl) asasercs xomnonen-
tom nyTu orsera Ha nospexaenue JJHK, apasasaco neratupueim peryus-
topom pb3. KI' HeonpeneneHHOro moteHnMasa NOBBILIAET PUCK PA3BUTHS
reMaTolIoOrn4eckMX HOBOOOpa3oBaHUil, Cpe KOTOPBIX OCTPBII MUEIOU -
ubiit neiikos (OMJI) siBastercs oaHOMN M3 camMblX arpecCUBHBIX aTOJOrHIA,
0COGEHHO y MOXUJIOH KOropthl Hacesenus. [ns nauumentos crapie 60
JeT M MALMEeHTOB ¢ penuauBupyowmum/pedpax-
TepHbIM 3abosieBaHMeM NoKasaresnn obuieil 5-met-
Heil BBI)KMBAEMOCTHM OCTAIOTCSI HEyTELIMTEJbHbI-
mu: 4-18 u ~ 10% coorBercrBenno. B nHacrosimee
BpemMs KOMOMHAIMS BEHETOKJIAKCA U A3aIlMTUANHA
CTaJa CTAaHAAPTHBIM METONOM JIEYEHUs MaIMeH-
toB ¢ OMJI, KOTOpBIM He MOAXOAUT MHTEHCUBHAS
XMMMOTEPANNs, B YaCTHOCTH IMOXKWJIBIX MalMeH-
ToB. BeHeToknakc sBaseTCs CceNeKTHMBHBIM WHTH-
6uropom BCL-2, anrtmnanonroruueckoro besxa,
HOBBIIIEHHAS] 9KCIIPECCUsI KOTOPOro Habiionaercs
npu OMJL. Opnako MoHOTepamusi BeHETOKJAK-
COM MOKasblBaeT OrpaHudeHHyIo adpdexTUBHOCTD
¢ gacroroit pemuccun seero 19%. Okono 73% na-
tuenToB ¢ OMIJI orBeuator Ha KOMOMHALMIO BEHe-
TOKJIAKCA U a3aLlUTUANHA, OfIHAKO boJlee uem y Ho-
JIOBUHBI NIALMEHTOB B UTOre HACTYIAET PELUANB.
Y nauwmentos c¢ peumuansom/pedpakTepHOCTBIO,
MOJIyYaBIIMX aHAJOTHYHbIe KOMOUHALMY JIeueH s,
4acToTa pemuccuu cocrasiusiet scero 21% npu me-
AMaHe BEDKMBAEMOCTH 3 Mecsina. OTH AaHHBIE yKa-
3bIBAIOT Ha OCTPYyl0 NOTpebGHOCTh B paspaborke
HOBBIX KOMOMHMPOBAHHBIX [OXOAO0B JJIS JIedeHU sl
OMJL

Ieasr paGorbi. Mayuurs xombunmposaHHble
HOAXO/bl HA OCHOBE BEHETOKJAKCa M MHIrMOUTOpa
PPMID nnsa repanuun OMJIL

Marepuansr u meropsl. Vcnosssosaaucs
MeTOIbI NPOTOYHOM LUTOMETPUH, NGS-
cexsenuposanus, Seahorse XFmurocrpecc-recrt.

Pesyabrarsr u chymueHne. C nomousio Tap-
reTHOro cekseHupoBaHusi Habopom HematoPro
OOHapy’KeHO, 4TO y MOJOBUHBI NALMEHTOB C pe-
nuansom OMJI umenuce myraunn B rene PPHID,

ceasannbie ¢ KI. Mbl mporectupoBanm KOoMOUHUPOBAHHBINA MOAXOA
¢ ucnosb3oBaHMeM BeHeTokJakca u unruburopa PPMID GSK2830371
na xaerounbix auausax OMJI (THP-1, KG-1, OCI-AML2). Msr npope-
MOHCTPHMPOBAJIM CHUHEPTETUYECKOE AEHCTBUE MPENAPATOB M yBeJNYeHUE
KJIeTOUHOH rubeny, Aaske B KJIETOUHBIX JUHMAX, PE3UCTEHTHBIX K Be-
Heroknakcy (pucynok). Otor apdexT Takske OGbLT NPOAEMOHCTPUPOBAH
na mogenax PDX y mbimeit NSG-SGM3. [lna ananusa 6Guonornuecknx
OCHOB CMHEpPru3Ma NpenapaTos OblJ1 NPOBEAeH aHAJIM3 TPAHCKPUIITOMA
obmeit PHK (bulk RNA-seq) B orser Ha K0M6MHMPOBaHHy}0 Tepanuio
BeHeToks1akcom u nnruburopom PPMID. B xone ananusa oborauienus

Puc. OueHka cMHEPTUYHOCTH KOMBMHALMI HO OCHOBE BEHETOKNAKCA B KneTouHbix nuHusx OMIT ¢ my-
taumnamu TP53 (A, B). Tpadukm MHOXECTBEHHOI NEKAPCTBEHHOM CUHEPTMM NOKA3bIBAIOT CPEAHMIt NOKA-
3atenb cuepruun ZIP ang asoiHbix 1 TpoiHbix kombuHaumit GSK2830371, BeHeToknakca 1 a3auntan-
Ha ans knetouHbix nnHmit THP-1 (A) u KG-1a (B). 3D-nnato ouenkn ZIP cuneprusma (cneea), matpuua
«go3a — oteeT» (ueHTp), rpadukn ZIP synergy score pns pasanunbix koMbuHaumit (cnpasa). AHanuasl
npoBoOAMAKCH ¢ nomowwbio Be6-uHcTpymenta SynergyFinder Plus. Mokasatenu cureprin >10 (cepas 06-
NACTb) CYUTANUCH CHHEPTETUYECKMMM

27



| TEMATONOTAS U TPAHC®OY3MOMOTUS | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2026; TOM 71; Ne2 |

FeHOB MO KJETOYHBIM KOMIAPTMEHTaM ObLIO 0OHADPY KEHO, YTO OCHOBHBIE
TPAaHCKPUITOMHbIE M3MEHEHMs 3aTparuBaloT muroxoHapuu. Mer noa-
TBepP/ANIN JaHHble U3MeHeHus ¢ nomolbio okpamnsanus JC-1 u Seahorse
XFmurocrpecc-rect, Te Nokasanau M3MeHeHMe PabOTbl MUTOXOHAPUH
B orBet Ha unru6uposanue PPMI1D B kaerounsix munusax OMJIL.

3axiouenne. B coBokynHocTH HalM pesysbTaThl NPELOCTABJSIOT
JOKJMHUYECKHe O0KA3aTeJbCTBA B MOAAEPKKY KOMOMHALMM MHTUOUTO-
pos PPMI1D c BeneTok/1aKCOM B KauecTBe HOBOU TepaneBTUIECKOH CTpa-
rerun negennss OMJI.

Uccnenosanne nopaeprxano PH® 19-75-20128-I1.

Bonpapenko C.H., Cmuprosa A.T., Macryxoe H.K., Ba6enko E.B., Bapxatos U.M., Tunauna T.J1., Moucees U.C., Kynarun A1,

NOAAEPKMBAIOIIA S TEPAITN A TMITEPUTUHUBEOM ITIOCJE AJUIO-TTCK ¥ TAIUEHTOB C PEOPAKTEPHBIM/
PEIUIUBUAPY IOIIAM OCTPBIM MUEJIOMIHBIM JIEMKO30M C MYTAIIMEN B TEHE FLT5

PreY BO «[epabit CankT-lNeTepbyprekuil rocynapcTBeHHbIN MeanumMHCKmit yHnsepeuteT nmern akagemuka M. I, Masnosa» Munsgpaea Poceum, HAW OOMT um. PM. Top6ayeson

Beenenne. Octpoiit muenoupusiii neiikos (OMJI) ¢ myranuamu
B rene FL15 accoumupyercsi ¢ BBICOKOII 4aCTOTO PeLMUBOB, HECMOTPSI
Ha nposepenne ano-11'CK. Hasnauenne nmopgeprxkusaromeit tepanum
IUATEPUTUHNGOM HATPABJEHO HA CHUSKEHME YaCTOThI MOCTTPAHCIIaHTa-
IIUOHHBIX PELUIUBOB.

Iexs paGoror. Ouenuts s dexTMBHOCTD O AEP/KUBATOIIEl TepATTUT
runreputunn6om (I'uat) y Bapocavix nanuentos ¢ FL75 OMJL

Marepuansr u metoast. B ananus 6viam Braouens 48 nanuen-
ta ¢ FLT5* OMJI, B pemuccun nocae anno-TI'CK or coBmecrumo-
ro poacreennoro (n = 4), nepoacrsennoro 10/10 uau 9/10 (2 = 26)
u ransnougentudnoro (n = 18) nonopa c meananoit Bospacra 40 (18—
69) ner. o anno-TI'CK 12 nanumentos 6buiu sae pemuccun OMIJL.
IManuentsr ¢ propuunbim OMJI nabmopanucs B 12%. Myranus
ITD 6wna soissaena B 94%, a TKD-myrauus — B 6% cayuaes.
Heb6naronpusarusiit kapuorun — y 27% nauuenrtos. o anno-TT'CK
I'vnr nonywann 856% nauumenros. Menmana Hauana npuema cocra-
Buaa 57 pueit (20-260) or anno-TI'CK. IMauuentsr noxyuanu [unr
40-80 mr 1 pas B geHb ¢ mocaeAyOUMM NOBbIIEHHEM 103bl 40 120 mr

npu oTCcyTCTBUM HenepeHocumoctu. Megnana nabniogenus cocrasu-
na 19,5 (2,3-76) mec.

Peayabrars u o6cysxaenune. O6mas seiskusaemocts (OB) cocrasuma
57% (95% JAW: 40-74), a 6espenuausnas ssixusaemocts (BPB)50 (95%
JIU: 34-66) mecsaues. Meauana annrenbHOCTH npuema cocraunia 8 mec.
(1-24). Bocemb naumentos sasepuniu 24 mec. mIaHUpPyeMOil Tepanuu,
y ORHOro M3 HUX vepesd 6 mec. puarnoctuposan peunaus OMIJL FLT5".
Hocpouno npexparunu npuem 20 nanuenTos: 3 B pesysibrate pasBUTHS
Tsokesoro uHgexkunonHoro anusona, 2 ciayuas xpPTIIX tsoxenoit cre-
neHu, 8§ — B CBA3M C pa3BUTHEM PELUAMBA, / — IO MPOYUM MPUUMHAM.
Iponomnskator npuem I'mar 20 manuentos. Haubonee pacmpocrpanen-
HBIM OCJIOMHEHHeM Bblila reMaToI0rnuecKast TOKCHUHOCTD: HeliTponeHus
u rpombouuronenus 3 cr. — 25%.

3axmouenne. ['marepurnnub y nauuenrtos ¢ FL75-myTupoBaHHbIM
OMJI nposeMOHCTPUPOBA GIarOMPUSTHBIE PE3YJIbTATHI IPH YA0BJIETBO-
puTeabHON mepeHocumocTd Tepanuu. Taxum obpasom, runreputuHub
MOJKET UCIIOIb30BATBCS B KAUECTBE MO AEPIKMBAIOLIEH TePAIIMY OCIIE aJl-

10-TT'CK y Bspocabix naunentos ¢ OMJI FLT5.

Bytuna E.B.

YHUCJIOBON METOI OUEHKU! TPAHC®Y3UOHHBIX PUCKOB, CBA3AHHBIX C AHTUTEHAMU SPUTPOIMTOB
OO0 «OcteocuHtes»

Beenenne. He nmes B nannuuu AOHOPCKUX SpUTPOLUTOB Tpebye-
MOIO ypPOBHSI UMMYHOJIOTHYECKOM COBMECTMMOCTH, BPay JOJIKEH Camo-
CTOSITEJIBHO, OCHOBbIBASICh HA CBOMX 3HAHUSX B 00JIACTH MMMYHOIeMaTo-
JIOTMH, OLEHUTh KJIMHUYECKOE 3HAUYEHME AHTUIE€HOB, NPHUCYTCTBYIOLIUX
B beHOTHIIE AOHOPA, HO OTCYTCTBYIOIIUX HA SPUTPOLMUTAX PELUNHUEHTA.
Owmunbounas uHTEpIpeTanys IOKa3aTe el MOBBILIAET PUCK PASBUTUS aJl-
JOMMMYHU3AINY U TOCTTPaHCPy3HOHHBIX OCI0KHEHHIH.

Iens pa6orer. CospaTh METOA KOTMYECTBEHHOH OLEHKU UMMYHOTeH-
HOCTU aHTUT'€HOB BPUTPOLUTOB M KJIMHUYECKOH 3HAYMMOCTH criennduy-
HBIX AHTUTEJI.

Marepunanst u meropbl. O6GOOUIEHBI M CHCTEMATUSUPOBAHBI pe-
3yJIbTaThl KPYMHBIX MMMYHOI€MAaTOJOIMYECKHMX MCCJIEN0BaHUH, Kaca-
IOUIMXCS aJUIOUMMYHU3AIMY, TeMOJUTUYECKUX OCJIOXKHEHUN U JIeTallb-
HBIX MCXO/0B, CBA3aHHBIX ¢ TpaHcdyausmu spurpountos: Byrunoii E.B.

TG6J1MLI,G. cDQKTOp 3HAYMMOCTU AHTUTEHA

u coast. (DI'BYH (KHUUT'ulTK ®MBA Poccuun»; n = 1642), Muneesoii
H.B. u coasr. (PI'BY PocHUNIT'T ®MBA Poccun»; n = 9696), Tormey
S.A. u coasr. (CILIA; 2 = 18750), Evers D. u coasr. (Hupepnaunss; n =
21 512), exeroausie oruerer SHOT (Serious Hazards of Transfusion,
Beauxobpuranus, 2005-2023), paumsie FDA (Food and Drug
Administration, CIIIA, 2007-2021).

Peayabrater u obcyxpenme. Cucremarusanmst omy6aIMKOBaHHBIX
JAHHBIX MO3BOJIMJIA PA3AETUTh AHTUTEHBI 110 CTEMEHU X UMMYHOTE€HHON
axktusHocTH. K BbicOKOMMMyHOreHHBIM OTHeceHbl anturenst D, E, K,
aHTUTEJ]a K KOTOPBIM BbIABJEHBl y >15% anoMMMyHU3HpPOBaHHBIX Ha-
IIMEHTOB COOTBETCTBEHHO; cpeaneit ummynorennoctn — C, ¢, Jka, Fya,
M, Lea (5-15%); nuskoit — ocranbhble anturenst apurpountos ($4%).
Ananuz orueros SHOT pan Bosmoxnocts chopmupoBath IKady aH-
TUTEJ 110 yPOBHIO UX BKJIaJa B OTCPOYEHHbIE F€MOJUTUIECKUE PEaKLIUU

AHTMTSHHO“ cucTema AHTHreH mUKTOP 3HAYMMOCTHU AHTUTEHO AHTMreHHUﬂ cucTtema AHTHreH ®GKTOP 3HAYUMOCTU AHTUTEHO

Rh D 400 Duffy Fya 220
C 200 Fyb 50

c 240 Fy3 20
E 240 MNS M 160

e 100 N 20

Cw 40 S 50

\ 100 s 20
f 100 U 100

Kell K 360 Lewis Lea 20
k 2 Leb 10

Jsa 20 Lutheran Lua 20

Jsb 100 Lub 2

Kpa 4 P1PK P1 2
Kpb 2 Wright Wra 100
Kidd Jka 240 Colton Cob 100
Jkb 220 Dombrock Doa 20

k3 100

28



B nopsake yowsanus: antu Jka, Jkb, Fya, E, ¢, C, S, K, M, D, Fyb, CW,
U, f, s, Wra, Jsa, Fy3, N, Lea, Lua, Doa, Coa. Ananus pannsix FDA
MO3BOJIMJ BHICTPOUTD LKAy AHTUTEJ [0 UX POJIU B (PATaTbHBIX F€MOHU-
tuueckux ocaoxkuenusix: antu-K, Fya > Jka, Jkb > ¢ > Jsb > D, C, e,
Jk3, M, U, V, f, Coa, Wra. Kasxaomy anTtureny sputpoumuTos npucsoe-
HO YMCJIOBOE 3HAUYeHUe, BHIPArKEHHOe B yCJIOBHBIX eAnHMLax — (akrop
3HAYMMOCTH aHTUreHa (Tabmuua). KioueBbim sBiisieTcst He abcomoTHOE
3HAUEHME ITOKA3aTe/s], & €ro COOTHOIIEHNE C NMOKA3aTEeNIMU APYTUX aH-
TUreHOB B mpefeaax obmeii mkaab. Makcumanbnoe snauenue daxropa
HpUCBOEHO aHTUreHy D, MUHUMa IbHBIE — aHTUTrEeHAM k, Kpb, Lub u PI.
DakTop 3HAYMMOCTHM AHTUTEHA MO3BOJISIET KOJUYECTBEHHO OLIEHUTDH CTe-
neHb GEeHOTUMUYECKOH COBMECTMMOCTH [OHOPA M PENUIMHUEeHTa, B TOM

MPUNOXEHME 1

YHCIIE C UCTIOIB30BAHUEM KOMIbIOTEepHON Mopean. [Ipu orcyrersun nos-
HOCTBIO COBMECTHMbIX OPUTPOLUTOB (PAKTOP 3HAUMMOCTHU MOMOTAET BbI-
OpaTb HauMeHee KJIMHUYECKM ONACHbBIH BAPUAHT, YTO YMEHBIIAET PUCK
0bpasoBaHMs aHTUTEN Yy HEMMMYHU3MPOBAHHBIX MALMEHTOB U CHUYKAET
BEPOSITHOCTb MeMOJIMTUYECKUX OCJIOKHEHUH Y PELUMIIMEHTOB C TUTPaMu
aHTUTEJ HUIKE MOpora 4yBCTBUTEIbHOCTU TECT-CUCTEM.

3axmouenne. Ha ocHoBe ananmsa DaHHBIX MCCIENOBAHUH, IOCBS-
IEHHBIX UMMYHOJOTHYecKol GesonacHoctu tpancdysuii spuTpoIUTOB,
paspaboTaH YMCIOBON METOJ OLEHKH MMMYHOIeHHOCTH M KJIMHUYECKOM
BHAUYNMOCTH aHTUreHOB. |IpumeHeHne MeTONA TO3BOISIET CHUBUTH TPAHC-
(ysnOHHBIe PUCKM B TeX CJLyyasiX, KOIJa MepeinBaHus (PeHOTUIMYECKU
COBMECTUMBIX IOHOPCKUX BPUTPOLIUTOB HEBO3MOXHO.

Bacunbesa A.H.', A6y-Xaanp M.P.2, Anewnna O.A.', Ucnnoea [LA.', Dugapoea 3.T."%, Kotoea E.C.!, Tpouukas B.B."%, Maposuunmkoea E.H.?

JIOJITOCPOYHBIE PE3YJIBTATBI TEPAITM BOJbHBIX OCTPHIM JIENKO30M CMEIIAHHOTO ®EHOTHUIIA

'OreY «HMWLL rematonormms Munsapasa Pocemn; “Mockosckuii rocynapcteenbiit YrnsepeuteT nmenn M.B. Jlomonocosa; *PIBOY BO «Poccuiickuit yHmnsepcutet meauumHb»
Munsgpasa Poccnn

Beepenne. Octpbiift  Jefikos cmelmaHHOro UMMyHOgeHOTUNA
(CDOJT) — xsoHanbHOl 3aboseBaHMe CUCTEMbl KPOBM, XapaKTepuay-
foleecss HeKOHTpoaupyemoii mpoaudepanueir 6aactuerx kaetok (BK),
AJIs1 KOTOPBIX CBOMCTBEHHA OfHOBPEMEHHAs! 9KCIIPECCHsl AHTUT€HOB ABYX
n/unu 6onee nuunit auddepenunposku. COOJI cocrasnsior 1-3% cpe-
au Beex octpbix seiikozos (OJ]) y Bapociibix u xapakrepuayiorcst peHoTH-
MUYECKHUM U FeHeTUYEeCKUM PasHoobpasueM.

Ieas paGorsr. OueHUTh 10ATOCPOUHBIE Pe3y IbTATH TEPATUU 6OJb-
ubix CDOJI, koropsle noayuanu repanuio 8 PI'BY HMUILI remaroo-
run o npotokoaam OJ1J1-2016, OJ1JI-2009 pas nun crapuieit BospacTHOM
rpynnet unu OMJI-2021, a Taxsxe onpeaenuts BeposiTHBIE GaKTOPhI pHUC-
Ka B JaHHOH rpymmne GONbHBIX.

Marepuannt u meroast. B ananus sxioueno 27 6onbHBIX, Y KOTOPBIX
no ganHbiM ummyHogenorunuveckoro uccnegosanus (IDT) srisbie-
Hbl 2 u/wnn 6onee nonynsuuu BK unu seiasaena oana nonynsuus BK,
sKCTpeccupyolas mapkepst 2 u/unu Gonee nuuuit AuddepeHMpPoBK Y.
Tepanus ocyumecrsasiack no nporokonam repanuu st Gonsusrx OJLJI
unu OMJI B 3aBucumoctu or npeobsanatoeit OILyXOJIEBOM IIOILYJIsI-
uuu. 16 (66%) — myoxunnsy, 12 (45%) — sxenmumnbl. Menuana sospac-
tay my>kau — 31 rop (21-63), y sxenmnn — 41 rog (18-75). 19 (70%)
Gonbubix coorsercrsoBaau kpurepusm CDOJI cornacno koncencycy
no CDOJI2023 roga, 6 (22%) — rpynna OJI co Bropoit nomynsuumeit <5%,
vy 2(8%) — unoe remarosornueckoe 3aboneBanue.

Peayabrarst u o6cysxaenne. B rpynne COOJI (2 = 19) otHowenue
myskunt k sxenmunam 1:0,9. Mennana sospacra myaxxunn — 31 rog (21-
53), swenumun — 46,5 rona (18-75) (p > 0,05). Pacnpenenenne no UDT: 11
(58%) — T-OJIJI/OMUJI, 7 (37%) — B-OJIJI/OMJI, 1 (6%) — T/B/OMUJI.

V 13 (68%) — numdanenonarus, y 9 (47%) — remarocnienomeranus,

Puc. 1 1 2. Mokasatenu obuweit 1 be3peunanBHON BbIXUBAEMOCTH

neiiponeiikemus — 3 (16%) Goasunix, 1 (5,2%) — neiixemupnnr. CLI
Boinoaneno y 16: 7 (43,75%) — wnopmaunbusbiit kapuorun, 6 (37,5%) —
kommiekcusiit kapuotun (KK), 3 (18,76%) —
(11%) — peapamxuposka KMT2A, 1 (5,6%) — rpanciaokauus
BCR:ABL. [lanusie mytauuu tronbko y 6onsubix ¢ B/OMIJI (p = 0,03).
Mounekynspusie uccaenosanus (2 = 18): 3(18,756%) myrauun B rene
FLT5, 2 (11%) — B rene CEBPa, 1 (5,6%) — B rene NPMI. Yacrora
[NOCTUIKEHUS] peMUCCHM Toce 1-if tuHuu repanuun cocrasuaa (1 = 14)
73,6%, nons nepsuunoil peppaxreprocru B rpynne B/OMJI cocrasuna
28,6%, T/OMJI — 18%, T/B/OMJI — 100% (p > 0,05). MOB-pemuccus
nocruruyrta y 7 (50%) cpeau Goabubix, koropble gocturau [1P nocae
1-it anaum tepanuu. Yacrora peqnaMBOB B AaHHOU IpyINe COCTaBUIIA
14% (y 1 na 7) 6onbubix. MOB+ pemuccus nocse 1-it aunun gocrurny-
ta raxoxe y 50% 6O/IbHBIX, YACTOTA PELUANBOB B 9TOH rpyIIe cocTaBuiIa
57% (4 na 7 6onbubix) (p = 0,09). 4-nernas OB B rpynne MOB- cocra-
suna 85,7%, B rpynne MOB+ — 42% (p = 0,04) (puc. 1). 4-nernsa BPB
(7 = 14) B rpynne MOB- cocrasuna 86%, B rpynne MOB+ — 26% (p =
0,09) (puc. 2). KK ne npogemoHcTprpoBa acCOMMALMIO C Xy AIINMU Pe-
syabratamu OB u BPB, ¢ BPP u nepoctnxenns pemuccun. Ilonyuena
accoluanus B rpynne GOJbHBIX, Y KOTOPBIX He Gbuta gocturnyrta 1P
nocse 1-1 nnHuy, ¢ HepOCTMIKEHMEM PEMUCCHU U NTOCJIE HOCJIELY IOMUX
aunnii XT (p = 0,021).

3akmrouenne. [lepcucrenuna MODB nocse oxkoHuanust mHAyKUIUK
SBJISETCS] HeBIArONPHUATHBIM TPOrHOCTUYEeCKUM (PaKTOPOM /715 GOMBHBIX
COOJL. ¥V 37,6% soissaenst KK. KK ne pemoncrpupyer accoumanuio
¢ yxynwenunem OB u BPB, ognaxo sBasercs dbakropom pucka HegocTu-

HeT MHTO30B. 2

JKEHUs] PEMUCCHUU TOCJe TOCJEAYIOUUX JUHUA Tepanuu B rpyIine nep-
BUUYHO-pedpaKkTePHBIX GONBHBIX.
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Bnaposckas M.[.', Anekceee C.M.2, [lynaes tO.A.3, Kobuscos B.A.4, Meiike [LA.°, MacHukos A.A.°, Hoeuukuii A.B.7, Hosocenos K.I.8,
Mpoitaakos A.B.°, Pponosa M.B.'°, Yynpakosa A.C.", Butpuwak A.A.", KazaHues M.B.!, Beikoea T.A.!, Kynarnun AL

POJIb TPAHCIIAHTAIIMOHHOT'O [IEHTPA HUMIOTUT WM. P.M. TOPBAYEBOM IICITBTMY FM. VLIT. ITABJIOBA B IEATEJLHOCTH
TEMATOJIOTMYECKOM CJIYXKBBI C3D0

'®rBY BO «Mepebiit Catkr-Metepbyprekui rocyaapcTBeHHbI MEAULUHCKUI yHuBepcuTeT nMenn akagemmka M. T, Masnosa» Munsapasa Poceun, HAM JOTUT um. P.M. Top6ave-

soit; 2JIOLKB; *ApxaHrensckas obnacthas kaunnueckas 6onshnug; “TbY3 MO «MOKB»; *TOBY3 «MOKB um. M.A. basuaunnay; °TbY3 PK «Pecnybnunkanckas Gonbruua um. B.A. baparo-

say; CMNerbY3 «fopoackas GonbHuua N215»; STOBY3 «<HOKB»; °TY KPOL,; YBY3 BO «Bonoropckas obnactHas aetckas knuHudeckas 6onsuuay; "Obnactras kamHmnyeckas 6onsHuua
Kanunuurpaackoi obnactm»

Beepenne. HUMJOI'uT um. P.M. Topbauesoit TICII6GI'MY um.
N.II. TlaBnoBa siBasieTcst KpyMHEHIIMM TPAHCIJIAHTALIMOHHBIM LEHTPOM
Poccun, B Tom uncie obecneunsatomum norpednocrn C3MO B Brinonne-
HUM TPAHCIIAHTALUN FeMONOdTUIECKHMX KJIETOK.

Ieas paborbr. OueHka TpaHCHNIAHTALMOHHON AKTMBHOCTU U pe-
sysbratos ayrosornunoii u aanorennoit TI'CK 8 C3DO.

Marepuanbt n metoabl. Dblin uccienoBaHbl BBIFPYSKHM U3 MeAH-
nunckoit nngopmaunonnoit cucremst [ICII6GI'MY um. VLI Tlasnosa,
MarepuaJipl TOCIMTAIbHOrO perucrpa kaunuku 3a nepuop ¢ 01.01.2014
mo 01.11.2025.

Peayabrarst u o6cyxpaenue. 3a 12-nernuit nepuon 8 HUMJOTuT
um. PM. Topbauesoit TICII6I'MY um. VLII. Ilasnosa koucysnbsraTusHas
nomouys Gbuta oxkasana 6442 sxurenam C3MO (Beero 29 Thic. koHCyMBbTA-
uuit 6es yuera TMK). Uucsno snusonos rocnuranmsaumm B cralMoHap
U [HeBHOI crauuoHap cocrasuio 33 744 nas 5906 nanuenros (puc. 1).
3a Boimeyxasannbiii nepuog somoaneno 1374 TI'CK y 1334 nauuentos,
nposkusatommx B C3DO (27,8% ot Becex peuunuenTos B Kauuuke). Takum
obpasom, obecnevennocts sxureneit C3MO TI'CK sa cuer Bbimosnen-
neix B HUUW [IOT'uT cocrasuna 80 na 10 man nacenenus s ron (13,8 man
vesoex). Cpennuii nokasarens B Espone — 800-1000 na 10 man B rog.
Crpyxrypa BbINOJHEHHBIX TPAaHCIUIAHTALUI mpeacTaBiaeHa Ha 35% ayro-
norununsimu TI'CK (485), 65% (889) — annorennbi-
MU: OT ITOJIHOCTBIO COBMECTHMOro cubsnura — 128,
OT raIIONEHTUYHOIO POACTBEHHOIO 0HOpa — 347,
ot HepozcTeennoro aonopa — 414. {ns ouenku 06-
weit Boikusaemoctu (OB) 6buia Bbinenena rpynna
nepsbix TI'CK (1094): ayrosnornunsix TTCK — 431,
nepsbIx asuioreHHeix — 663: ramno-181, or HLA-
upenTU4HbIX cubaunros — 104, HepoxcTBeHHBIX —
378. O6mas sboxusaemocts (OB) B Teuenme 1
roga cocrasuaa 88,3% mnpu ayronormunoit TI'CK
n 76% — npu amnorennoit TI'CK. Crarucruueckn
3HAYMMBIX PA3JINYUIL 9TOrO MOKABATES Y BESPOCIIBIX
naunmeHToB U aeteil He BoisiBaeHo. OB B teuenne 5
JIeT cocTaBuia cooTBeTcTBeHHO /8,3 1 64,9%.

3axmouenne. 1. Tpancnnanraunonuslii nenTp
HUN AOI'uT um. P.M. Topbauesoii siBnsercs
Beaymum u enuHcrBeHHbim B C3DO, Bbimonns-
oM Bech crnexktp TI'CK, uro nmogrBeprxkpaercs
BoinoaHenuem 1374 rpancnnanranuii sa 12-nernuit
nepuop aas 1334 naumenTos.

Puc. 1. Pacnpepenenne naumnentos knunukn HUMOOMT B 3aBucumocTM
ot pernona C3PO

30

2. CrpykTypa BBINOJIHEHHBIX TPAHCIIAHTALMIT OTPasXkKaeT COBPEMEH-
Hble MUPOBble TeHAeHUMHU ¢ npeobaananuem annorenunix TT'CK (65%)
M aKTUBHBIM [IPUBJEYEHNEM IallJOMAEHTUYHBIX U HEPOACTBEHHbIX {OHO-
POB, YTO HO3BOJISIET OKA3BIBATH IIOMOYb IIALUEHTAM, HE HMEIOLUM I10JIHO-
CTBHIO COBMECTMMOTO POJCTBEHHOI'O IOHOPA.

3. Ilokasarean Beixkuaemoctu nocae TI'CK B Llenrpe conocraBumst
C AAHHBIMM MEK/yHapOAHbIX PEFMCTPOB, AEMOHCTPUPYS BbICOKOE Kaue-
CTBO OKa3bIBAEMOI MeIUIMHCKOM nomouu (OJHOJIETHSS OOLIas BHIXKUBA-
emoctb 75-88%).

4. KuroueBoit npobsemoii ocraercs orcraBaHue B 00OecreyeHHOCTH
nacenenuss C3PO rpaHcniaHTanmeil KOCTHOrO MO3ra OT CPEAHUX €BPO-
HeficKUX Mokasareseil, 4TO yKasblBaeT Ha HEOOXOAUMOCTD JasibHeHIIero
PasBUTHS CILy>KOBI, BKJII0Yas PACIIMPEHNE MOLHOCTEl U pa3BUTHE JOHOP-
CKOro perucTpa.

IlpencraBiennsle aanHble yOeAUTENbHO AOKA3BIBAIOT, YTO CO3[AH-
weiil Ha Gase IICII6TMY um. WM.II. I1asnosa TPaHCIIAHTAIMOHHBII
LEeHTP CTal CUCTEMOOOPA3YIOIIMM BJIEMEHTOM TIeMaTOJOrMUYeCKOi
caysk6pr C3MO. [dns Gosee TOUHBIX OLEHOK HEOOXOAMMBI CBeAEHUS
OT BCEX TPAHCIJIAHTALMOHHBIX LeHTpoB Poccum, a Taxske ananus
CBOEBPEMEHHOCTU HANpPABJEHUS MALUEHTOB B TPAHCILIAHTALMOHHbIE
LEeHTPBbI.

Tabaunua. Pacnpepenenne TTCK no Hosonoryeckum rpynnam 1 tuny goHopa

Puc. 2. OpHorognuHas obwas BbIXMBAEMOCTb PELMMUEHTOB — XMTEnew
C3PO nocne TTCK N2 1 8 HUAJOMUT um. PM. Topbauesoit
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Beepenue. Jlumdobnacrtnas numdoma (JIBJI) — opun us naubonee
4aCTBIX TUIOB HEXOKKMHCKUX numdom y aereil. Hecmorpsa na snaun-
TeJbHBI MpPOrpecc, AaHHble O PACIPOCTPAHEHHOCTH M BbI’)KMBAEMOCTU
nauuentos ¢ JIBJI B Poccun ocratores orpannuennsimu. B nocnennne
rofibl BCe Goslbllee 3HAUYeHUe MPUOBPETAIOT MOJIEKYJIsPHO-TeHeTUUeCKUe
MEeTOAbl CTPATU(PUKALUN PUCKA, O3BOJISIOLME YTOUHATh IPOTHO3 U OIl-
TUMM3UPOBATH TEPANEBTHYECKUE TIOAXO/bL.

Iens paGotsr. Onenuts peayasrars: repanuu JIBJL y nereit ¢ yuetom
MOJIEKYJISIPHO-TeHeTHUeCKUX (PaKTOPOB PUCKA.

Marepuanst u meronpt. IIposenensr muoronentposse (72 nenrpa)
ob6cepBannontoe u npocnektusHoe (¢ 2021 r.) nccnenoBanus, BKIIOUMB-
wue 4569 nauuenros ¢ JIBJI gerckoro Bospacra, AMarHOCTMPOBaHHbIX
¢ 1999 no cenrs6ps 2025 r. Yacrora BCTpeuaemMoCTH Pa3IUUHbIX MOJ-
tunos JIBJI cocrasuna: T-JIBJI — 68%, B-JIBJI — 27%, MPAL-JIBJI,
eTp-JIBJI u JIBJI na done HacneacTBEHHBIX CUHAPOMOB — CyMMAapHO
5%. Menunana nabmionenus cocrasuna 2,6 roga. Ouenka MyTanmoHHO-
ro craryca BblmonHsiacek merogamu rtaprerHoro-NGS, MLPA, FISH.
Honoauurensho 6bi10 seinonneno Hi-C-cexsennposanue noaHoro reHo-
may 40 naumenros ¢ T-JIBJIL.

PeaynbraTsl n o6cysiaenne. Beccobuituitnas soiskusaemocts (BCB)
cocrasuaa 68% (95%CI = 64-75%), obmas seixusaemocts (OB) — 80%
(95%CI = 75-86%) B o6cepsanmonnom uccaenosanuu u 80% (95%CI =
70-92%) 1 91% (95%CI = 84-100%) B npocrnexkTHBHOM UCCIEAOBAHUU CO-
OTBeTCTBEHHO. AHAMN3 BIAMSAHUS HAa MCXOAbl TEPATUU TAKUX (aKTOPOB,
kak cragus sabonesanus (I/II nporus I11/1V), nopaxenne LTHC/KM,
Tuna npumeHsiemoii acnaparunasbl (L-acnaparunasa u mermnaupoBaH-
nas ¢opma) u penorun omyxoau (T-JIBJI nporus B-JIBJI), cratucru-

YEeCKH 3HAYUMBIX pasnnqm‘/’l HE IoKaa3aJl. Cpezm OCJIOKHEHU U Tepanuu

naubonee yacteimu (II crenens u soie no CTCAE) 6buin nndexnuu
(756%), xoarymonatun (37%), renarorokcuunocts (35%), Tpombosbi
(32%) u nesposoruueckue napyuenus (28%). Ananus monekynspHo-re-
HETUYECKMX AAaHHBIX MoKaaaJ, uro myrauuu B renax NOTCHI w FBXW7
(N/Fmut) accouuupoBaHbl ¢ GIarONpUSITHBIM TeueHUeM 3abo0JeBaHuUs:
5-nernss BCB cocrasuna 81% (95%CI = 69-95%) y naumentos ¢ pan-
HbIMM MyTauusmu no cpasHenuto ¢ 47% (95%CI = 356-62%) y nauu-
entos 6es nux. Munexc Xappesna ans nanunoit mopenu pocturan 70%.
Hononnurensuas crparudukanus ¢ yuerom myrauuit PHF6 (N/Fmut
+ PHF6) nossonuna Beipenuts noarpynmy c emwe 6Gosee Graronpust-
HbiM nporHodom: 2-netusis BCB cocrasuna 94% (95%CI = 84-100%).
[Tarorennsie Bapuantsl B renax PTEN, CASPSAP2, PIK5RI, K/N-RAS,
NT5C2, TP55 u nanuuue 6qLOH accouuuposanucs ¢ nebnaronpusrt-
ubim Teuenvem JIBJI. Bkiouenne aTux mapkepoB B KOMOMHUPOBaHHY IO
MPOTHOCTUYECKY 0 MOJIENb yBEIMYNIO NHAEKC Xappeaa 1o 79%, onHako
OrpaHHYeHHOe KOJMYECTBO MALMEHTOB C AAHHBIMU MyTalUsMU Tpeby-
eT aanbHeiimero pacmupenus soibopku. Anaaus panusix Hi-C nosso-
aun BoisButh peapamxuposku NOTCHI (y 5 nauunenros, 2 peunausa),
amnaudukanmio JAK] (y 2 nauuentos, 1 pennaus) u amnauduxanuio
DUSP22 (y 3 nauuenros, 2 peuuausa). [locnennee napyuenue panee
He onucsiBasocs npu T-JIBJI/OJIJL.

3axuarouenne. [lpencrasnens: nannsie o pesynprarax repanuu JIBJI
y nereit B PO. VHuTerpanusa B KIMHMYECKYI0 MPAKTHKY €IMHBIX CTaH-
[apTOB TepaNuU MO3BOJIMJ CYLIECTBEHHO NMOBBICUTH 9¢deKTUBHOCTD Jie-
YeHMs JaHHOW rpynmnbl nauueHTos. VlcmosbsoBaHnme COBpeMEHHBIX MO-
JIEKYJISIPHO-TE€HETUYECKMX METONOB [AWATHOCTUKU IO3BOJMJIO BBISBUTD
PsJ NPOrHOCTUYECKMX MAapKepoB, KOTOPble MOI'YT OBbITb MCIOJb30BAHBI
nas nepconnduKanuy Tepanuu.

Boiwapetko J1.LL., Kysneuos FO.H., lTa6epko A.J1., Tony6osckas U.K., Knumosa O.Y., Ocunosa A.A., Beikosa T.A., Cmuproea A.T., Kynaruu A .

OCOBEHHOCTH I'EMATOJIOTMYECKMX ITPOSIBJEHUIA Y B3POCJ/IBIX ITAIIMEHTOB C BPOKJIEHHBIMU OIIBKAMU
NUMMYHUTETA

DreY BO «[epabiit CankT-lNeTepOyprekuil rocyfapCTBEHHbIN MEANLMHCKIMA YHIBEPCUTET meHn akagemuka V.M. Masnosa» Munsgpasa Pocenn, HAWM JOMT um. PM. Top6aueson

Beepenue. Bposxaennsie omnbxu ummynurera (BOU) xapaxrepu-
3yI0TCSl MONMMOP(PUIMOM KIMHUYECKUX IMPOSBIEHUH, CPeu KOTOPBIX
reMaToJIOTMYEeCKHE HAPYIIEHHUS NMEIOT CYIIEeCTBEHHOE 3HAYEHNE, & MAHU-
decranus saboneBaHus MOKET MPOUCXOAUTD BO B3POCIOM BO3PACTE.

Iens paGorsr. OxapakTepusoBaTh 0COOEHHOCTH FeMAaTONOIMYECKUX
nposiBaeHui y B3pocasix nanuentos ¢ BOM.

Marepuanbt u meroasl. B opHouenTpoBoe perpocrnexTHBHOE HC-
CJlefloBaHUE BKJKOYEHO 30 manueHTOB B Boadpacre crapiue 18 ser ¢ rema-
ronoruyeckumu npossiaenusmu BOV. Pacnpepenenne no nososorn-
am: obulas BapuabesnbHasi MMMyHHAsl HEJOCTaTOYHOCTh (7 MALMEHTOB;
19,4%), nebunur GATA2 (6; 16,7%), Tsa>xenas BposxaeHHas HefiTponeHus
(TBH) (3; 8,3%), xombunupoBaHHasi MMMyHHasl HeAOCTaTOUHOCTh (2;
5,6%), xponnueckas rpanysnemaroaHas 6osesus (XI'B) (2; 5,6%), cun-
npom Hlsaxmana— [Haiimonna (2; 5,6%), nepunur CTLA-4 (2; 5,6%),
X-cuenaennsiit numdonponudeparusnsiii cunapom (X-JIIIC) tun 2 (2;
5,6%), WHIM-cungpom (1; 2,8%), cunnpom akrusaunn STAT3 (STAT3

GOF) (1; 2,8%), IPEX-cunapom (1; 2,8%), 6onesus BENTA (1; 2,8%),
nedburnr ADA2 (1; 2,8%), cemeitnnrii remodaromurapusiit mumdoructuo-
nuroa (CIVIT) (1; 2,8%), nenud depenunposanubiii nepBUYHbI HMMYHO-
nepunur (1; 2,8%), nepunur ADA (1; 2,8%), nedext SAMDOI (1; 2,8%),
nedexr SOCSI (1; 2,8%).

Peayabrarsl u 06cyxaenne. Mennana Bo3pacra reMaTon0rnuecKoro
nebrora BOU cocrasuna 15 ner (0-50 ner). ['emaronornyeckue npossie-
HU S BKJIIOYAJIM TOMIBKO LuTonenuto 2 = 16 (44,4%) nnu aumdonponudepa-
nuo 2 = 1 (2,8%), ux coueranue n = 19 (52,8%). de6ror BOU ¢ uuronenueit
Habmopgancay 12 (33,3%) nauunenros, mumdonponudepanuu — 3 (8,3%),
undexunu — 18 (50%), BocnanurensHoro 3aboneBanns KUIMEYHUKA — 3
(8,3%). Cpenn mexaHN3MOB pasBUTHSI LUTOIEHUI pacCMaTPUBAJINCD Ie-
pudepuueckuit ummyHnublii renes 2 = 12 (33,3%) (remonuruueckas ane-
mus (1; 2,8%), rpomboruronenus (3; 8,3%) netirponenus (1; 2,8%), cun-
npom Dumepa — Isanca (7; 19,4%)); kocTHOMO3roBasi HEAOCTATOUHOCTD
n =15 (41,6%), nedunuur sxenesa n = 13 (36,1%), anemus xponnveckux
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sabonesanuii n = 2 (5,6%), TJIT 12 = 2 (5,6%), muenoxkarexcuc 12 = 1 (2,8%),
coueranublii reres 1 = 3 (8,3%). [lonuxnonansuas (nobpoxauecrsennas)
mumdonponudepanus umenacsy 14 (38,9%) naunenros. B 6 (16,7%) cny-
gasx guarnoctuposana mumdoma: Xomkkuna 1 = 2 (5,6%), T-xnetounas
n =1 (2,8%), maprunansuoit soust n = 3 (8,3%). Coueranue c nerema-
TOJIOTMYECKUMU ayTOUMMYHHBIMU TPOSIBJIEHUSIMU [AOKYMEHTHPOBAHO
v 29 (80,6%) naumenros: sxesmynouno-kumeunoro rpaxra 2 = 11 (30,6%),
nerxkux n = 6 (16,7%), xoxu 1 = 6 (16,7%), snpokpuHHON cucTembl 22 = 3
(8,3%), cycrasos u cocynos n = 1 (2,8%). Annorennas Tpancnaanrauus

reMOMO3THYECKUX CTBOJOBBIX KJIETOK MposefeHa 9 maumentam: ¢ aedu-
nurom GATA2 (2 = 4) nno 1 cnyuaro ¢ X-JITIC, XI'B, TBH, CIVIT u ge-
dbexrom SAMDO.

3axamouenne. [Ipuunnoii remaronoruyeckux saboseBanuii y B3poc-
AbIX manuenTos moryt 6bite BOU, uto Tpebyer kaunuueckoii HacTopo-
SKEHHOCTU B OTHOLIeHUu agaHHoi naroygoruu. [loctanoska qpuarnosa BOU
OlpefeNseT TAKTUKY TePAlUU U IPOrHO3 FeMaToJorndeckoro sabosnesa-
HUSI.

la6eeea H.I!, Koponeea [1.A."?, CmonbsHuHoea A K., Bagmaxanosa [1.C.!, Ueenesa A.A.', Yabaesa lO.A.!, Kynukoe C.M.!, O6yxoea T.H.!,
Kospuruna A.M.!, 3sonkos E.E.'?

ATPECCUBHBIE B-KJIETOUHBIE JUMOOMBIL: 10-TETHAN ONBIT IPUMEHEHUS MTHTEHCUBHOM TEPAIIMY C UHTETPALTMEN
TAPTETHOM Y KJIETOYHOW TEPAIINU

'®DrBY «HMULL rematonormms Munsapasa Poccuu; 2OTEOY BO «Poccuiickuii yrnsepcutet meanumtsi» Munzapasa Poccum

Puc. 1. Pacnpepenenme nepsudtbix 6ombHbix ABJT no Hosonormsm

Puc. 2. 5-netnsis BCB 1 OB B rpynne 6onbHbix ABJT Ha UT

Puc. 3. 5-netnss BCB 1 OB 8 rpynne 6onbHeix ABJT Ha HeMT
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Beenenue. Boibop Tepanuu neppoiiinHum arpeccuBHbIX B-kaeTounbix
aumdom (ABJI) ocraercs caoxmoit mpobaemoit. Murencudurarmus
Tepanuu, HeCMOTPs Ha yJly4lleHue NoKasaTeseil BBKMBAEMOCTH, COPO-
BOX/IA€TCS BBICOKOM TOKCHYHOCTbI0. Heobxomum nouck naubosee onrtu-
MaJIbHBIX [IPOIPAMM, KOTOpble 00eCreYnBaT BBICOKY0 3(PPeKTUBHOCTD
[pY NPUEMJIEMON TOKCUYHOCTH.

Ieas paGorsr. IlpeacraButs 061y 0 XapaKTePUCTUKY U AOJITOCPOY-
uble peayabrarst nateHcusHoi tepanuu (VT) nepsuunsix ABJI sa 10-ner-
HUA TepUOS.

Marepuaast u meronpt. C 20156 mo 2025 r. B oTaeneHun nomyuu-
au neuenne 435 Gonbubix ABJI. B ananus srarouenst 312 nepsuunsix
Goabubix ABJI (uckmarouens nepeuunas JIBKKJI ITHC u nocrynus-
ume B peruause ABJI). [uddysnas B-xpymnoxserounas mumdoma
(ABKKJI) — 171 (54,8%), ITMJI — 41 (13%), donnuxynspuas numdo-
ma 3A+B (DJI3A+B) — 35 (11,2%), numdboma Bepxurra (JIB) — 28 (9%),
B-kierounas numd¢oma BbICOKOI CTENeHU 3JI0KAYeCTBEHHOCTH C Hepe-
crpoiixoit MYC/BCL2/BCL6 (JIB3 MYC/BCL2/BCL6) — 20 (6,6%),
JIB3 6e3 rononnurensuoro yrounenus (JIB3 BY) — 7 (2,3%), mumdo-
ma cepoii sonst (JIC3) — 7 (2,3%), nnaamobnacruas aumdoma (ITBJI) —
3 (0,9%) (puc. 1; tabnuua). Cpean JIBKKJI non-GCB Bapuanr cocra-
sun 102/171 (69,6%), GCB — 56/171 (32,7%), neyrounennsii — 13/171
(7,6%). Cpenn JIB3 MYC/BCL2/BCL6 GCB sapuanr — 11/20 (65%),

non-GCB — 9/20 (45%); JIB3 BIIY GCB — 6/7 (85%),
neyrounennsit — 1/7 (16%). Couerannas sxcnpeccus
MYC u BCL2 (DEL) — y 21 (6,7%). OxcrpanopanbHbie
(o/mom) ABJI — 237/312 (76%), nonanwvubie (nox) ABJI —
75/312 (24%). B cooTBeTCTBUM C IPUHATLIMU B OTAEIEHUN
WT nonyunnu 243/312 (78%). Vs nux 4 6aoxa R-mNHL-
BFM-90 — 181 (74,5%), 2 6aoxa R-mNHL-BFM-90+R-
CHOP/EPOCH/BEACOPP — 55 (22,6%), 2 6aoxa — 4
(1,6%), 6 6nokos — 3 (1,2%). IT B xombunanuu c Tap-
reTHeiMM npenapatamu nouyuuau 114/243 (47%) Gosnnb-
nbix. Jlevenue no nporpammam HEMHTEHCHBHON Tepanuu
(uelIT) R-CHOP/R-EPOCH/HMA+/-Tapr nonyunau
69/312 (22%).

Peayabraret u obcysxaenne. B pesynsrare UT TP
nocrurnyra y 211/243 (87%); peunaus/pedpaxreprocts
(P/P) ormeuennt y 30/243 (12,3%), cmepts B pemuccun
or OMJI (uepes 3 ropa) — 1/243 (0,4%), paunssa cmepts
Ha Tepanuu (cuHapom ausuca onyxouan) — 1/243 (0,4%).
W5 30 P/P 6onbubix sxuser B pemuccuu 14 (46,6%) (7 noce
XT:Tapr, 6 nocne CAR-T, 1 nocne anno-TI'CK). CAR-T
nposesieHa Bo 2—3-ii inHusAX Tepanuu y 3, nociue 4 auHuii
u anno-TT'CK y 1, nocae 2 kypcos XT y 2. [Ipu mennane
nabmonerus 48 mecsines 5-netusis BCB u OB cocrasunm
85 u 92% coorsercrsenno (puc. 2). B rpynne uelIT ITP
6butn nocturnythl y 39/69 (56,5%); P/P otmeuenst y 26/69
(37,6%), pannss cmepts Ha Tepanuu — y 2/69 (3%), cmeprs
or OMJT u MJIC — 2 (3%). Us 26 P/P GonbubIX skuBbI
B pemuccun 7(27%) (6 nocne XT+Tapr, 1 nocne CAR-T,
1 nocae uusonymab+annoTI'CK). Ilpu meanane nabumro-
nenus 70 mec. 5-nerusit BCB u OB cocrasunu 58 u 68%
coorBercTBeHHO (puc. 3).



3axmrouenne. Ananus 10-netnero ombira npumenenuss R-mNHL-
BFM-90 Bnepsbie nposeMOHCTPUPOBAI BO3MOXXHOCTb JE€9CKAJNALUU
tepanuu 6es notepu d5PpQeKTUBHOCTU B pesy IbTaTe COKPAILEHUS KOJIU-
4ecTBa KypCOB M NpUMeHeHMs rubpuiHbIX nporpamm. Brepsbie Gbuia
MOKa3aHa BO3MOXKHOCTb MHTETPALIMY MOHO- M NOJUTAPTeTHON Tepanuu

Tabnuua. Xapaktepuctuka 6onbHeix ABJ1 no Hosonoruam

MPUNOXEHME 1

B MeToTpekcar-copepkautyo nporpammy X 1. lonyden nepsbiii ombrt,
JEMOHCTPUPYIOLIMI, YTO CTpPATerus MaKCHMAaJbHO PAHHErO MpUMEHe-
uust CAR-T kiaerounoit repanun nocae UT mosxer crars nepcnexrus-
HbiM Hanpasaennem B sedennn ABJI ¢ dakropamu nebaaronpusaraoro
IIPOrHO3a.

LIBKKI, n (%) MM, n (%) ®J1 3A+B, n (%) J16, n (%) JIB3 MYC/BCL2/BCL,6 n (%) JIB3BAY, n (%) JIC3, n (%) MBS, n (%)
Bcero 312 6-x 171(54,8) 41(13) 35(11,2) 28(9) 20(6,5) 71(2,3) 71(2,3) 3(0,9)
Mea. Bospacra 63 32 53 26 58 60 30 60
M/X 98/73 13/28 11/25 20/8 10/10 3/4 3/4 2/1
NA2N 89 (52) 3(7) 5(14) 20(71) 9 (45) 3(43) 1(14) 1(33)
UTX BapuanTel
non-GCB 102 (59,6) 9 (45) _
GCB 56(32,7) 11(55) 6(85)
HeYTOUHEHHbIA 13(7,7) - 1(15)
mufTP53 19/75(25) 2/18(11) 1/20 (5) 12/23 (52) 2/17 (12) 2/5 (40) 1/1(100) 1/3(33)

lony6eea A.B., Kpobuneu M.M., LLianoea A.1O.

POJIb MTHOOPMUPOBAHU A IOHOPOB B OBECIIEYEHNU BE3OITACHOCTU 1 PET'YJIIPHOCTH lIOHAHI/Iﬂ
®IBY «PocHUN TT ®MBA Poccun»

Beenenne. [[oHOPCTBO KPOBU 1 €€ KOMIIOHEHTOB OCTAETCSI KJIIOYEBbIM
5JIeMEHTOM 0beCIeueH s IeYeHUS] B XUPY PrUU, OHKOJIOIUH, FeMATONOTMH
u akyuepcrse. B Poccuu eskeronno perucrpupyercs 6osee 1,6 man pona-
Uuii, OAHAKO Ka4eCTBO AOHOPCKON KPOBM HAIPSIMYI0 3aBUCHUT HE TOJBKO
oT 1a60pPaTOPHOro KOHTPOJIS, HO U OT OCBE/IOMJIEHHOCTH CAMUX JIOHOPOB
0 IIPOLEAYPE, PUCKAX, CPOKAX XPAHEHHSI KOMIIOHEHTOB Y 3HAYMMOCTH MX
siiaana. Hemocrarounas undopmupoBanHOCTb JOHOPOB MOYKET CHUYKATD
MOTHBALUIO K PEryJsipHON clade, MOBbILIATb TPEBOXKHOCTb U IPUBOAUTD
K OTKa3aM OT HOBTOPHBIX BU3UTOB.

Iens paGorsr. Ouennts yposens sHaHUIT AOHOPOB O MPOLELYPe Te-
moTtpancdysuii, CpOKax XpaHeHHsI FeMAKOHOB, UX CyObeKTUBHbIE Ol LIe-
HMS U KAaueCTBO >KU3HU MOCJe AOHALMY, & TAK>Ke BBISIBUTH MOTpeGHOCTH
B 06pasoBaTebHbIX M OPraHU3aLlMOHHBIX MEPOIPUSTUSX.

Marepuanst u meroast. B 2023 rony 8 ®I'BY «HNMW remaronorun
u tpancdysuosorun ®MBA Poccun» nposeageno auxeruposanue 105
[OHOPOB KPOBHU U €€ KOMIIOHEHTOB. B ncciiefoBanue BKJIIOUEHDBI IepBUY-
Hble W peryJsipHble JOHOPHI B Bodpacte oT 18 mo 52 ser, caasuue uesb-
HYI0 KPOBb, IUIa3My WM TPOMOOLMTHL. AHKETHPOBAHHME MPOBOAUJIOCH
AHOHMMHO C UCMOJIb30BAHMEM OyMa kKHbIX (POPM HEMOCPEACTBEHHO TOCe
JOHALIMY.

OnpocHuk Brogas:

® OLEHKY CyOBbeKTHBHBIX OLLylueHUil (yCTaa0CTh, TONTOBOKpY KEHHE,
VIOBIETBOPEHHOCTB);

® mkasuy kadecrsa skusnu (SF-12);

® BONPOCHI 0 NPOLEAYPe UHPOPMUPOBAHHOTO COMIACHSL U MOTUBALIUU.
Cbop AaHHBIX OCYIIECTBJISIICS BO BPEeMsI OTABIXA MOCJIe AOHALIMH.

Peaynbrarst u o0cysxaenue. [lokymeHTanms 10HaLUii BEAETCS B HOJI-
HOM TIOpSI/IKe, BCe TOHOPHI MOAMMCHIBAIOT MHPOPMUPOBAHHOE COTJIACHE,
72,6% (76 nuz 105) 1oHOpPOB He 3HAKOMBI C TEPMUHOM «Ka4€CTBO YKUSHM»,
17,3% (18) umetor nosepxnocrHoe npeacrasienue, Toasko 10,1% (11) no-
numatwtT konuenuuto. 64,56% (40 us 62) snatwor o rpancdysusx. Ilo cy6n-
exTUBHBIM ouymenusm: 87,1% noHOpOB oTMeTHIN XOpOLLYI0 HEpeHOCH-
moctb, 12,9% — nerkyio caabocts B Teuenue 1-2 nueit. Kadecrso sxusun
no SF-12 e otnnuanocs or nomynsunonusix Hopm. 59,7% Bbipasuian uH-
Tepec k 06pasoBaTeIbHBIM MaTepuasam o 3HauumocTu gonaunu, 53,2% —
K CTATHCTHUKE MCHOJAb30BaHus ux kposu, 87,1% nogpeprxann perynspusie
ornpocsl foHOpoB. [lonmyueHHBIE faHHBIE CBUAETENBCTBYIOT O 3HAYMTE b=
HOM paspblBeé MEXAY TeXHUYECKHUM COBEPIIEHCTBOM CJy»Obl KpOBM
U ypOBHEM OCBEJOMJEHHOCTH AOHOPOB. HecmoTpst Ha peskocTb 0C/I0K-
HeHWil, HEAOCTATOK 3HAHMI O CPOKAX XpaHeHWs U TpaHcy3HOHHBIX
Npoleccax CHUIKAeT NOBEpPHME M MOTHMBaLmio. Bbicokas mepenocmmocts
HpOLe/Ayp U COXPAaHHOE KAaueCTBO M3HU MOATBEPKAAIOT Ge30nacHOCTb
COBpEMEHHBIX TEXHOJIOTUI 3arOTOBKM, OfHAKO HU3Kas CAMOOLIEHKA 3Ha-
HUIi yKasblBaeT Ha HeOOXOAMMOCTB ycuieHus: 0bpasoBaTebHOI paboThL.

3axmrouenue. YpoBeHb 3HAHUIT IOHOPOB O TPAHCQY3UONOTHU U XPaHe-
HMM KOMIIOHEHTOB KpoBU HU3Kuil (camoouenka 3,2/10), necmorps na xopo-
LIYI0 AOKYMEHTALUIO U ePeHOCUMOCTb npouenyp. Heobxoaumo: BHeaputs
obpasoBaresibHble MOAYJIM AJSI JOHOPOB (BUA€O, GYKJIEThI, OHJIANH-KYp-
CBI), TPOBOANTD PETYJISPHOE AHKETUPOBAHUE JOHOPOB C MCIOJIb30BAHUEM
IIKaJ KauecTBa KU3HU U y/0BJIETBOPEHHOCTH; Pa3BUBaTh U(POBbIE MIaT-
¢bopmbl 0OpaTHON CBSI3M M MekAUCLUIIMHAPHOe B3aumopeicrsue c 1T-
CTIENMAIMCTAMU JIJIST AHAJIN3A JAHHBIX JIOHOPCKUX OTIPOCOB.

lypxuxavoea M.X.!, Yekanoe H.H.2, Cannmosa T.1O.!, Toporkoea O.B.!, A6acoe P.X.!, Mywapoea O.C.%, Paikuna E.B., Macyan M.A

POJIb MYTAITUH SLCI9A2 C.1223+1G>A B ®OPMIPOBAHMM HOBOT'O SHEMUYHOI'O PETIOHA TUAMMH-3ABUCUMON
METAJIOBJIACTHON AHEMUU

'OrBY «tHMULL ATOW mm. Omutpus Porasesa» Munsapasa Poccuu; OO0 «buotexHonormyeckuit kamnycs

Beenenne. Cungpom Popskepca, niau tnamuu-uyBCTBUTENbHAS Me-
ranobnacruas anemuss (TRMA) — oaro renernmueckn oGycsoBeHHbILI
HACJIe/ICTBEHHBIN CHHAPOM, KOTOPbIil pa3BUBAETCS BCIEACTBHE AnChyHK-
uuu BeicokoadUHHOTO YesoBeueCcKOro TMaMUHOBOTO TpaHcnopTepa |
(THTR-1). TRMA xapakrepusyercst KIMHUIECKOI TPUALOH CUMIITOMOB:
(1) meranobaacrnas anemus, (2) HeayTOMMMyHHBIH caxapHblil auaber
u (3) mporpeccupyromas ceHconespaabHas Tyroyxocts [Rogers L.E.,
1969]. Ha ceroaus Tounas pacnpocTpaHeHHOCTb 3abosieBaHUSI OCTAeT-
CSl HeyCTAaHOBJIEHHOM, MOCKOJbKY B HAyYHO-MEJULUHCKOH JHUTEpaTy-
pe onucano sump okosno 100 remeTruecku HOKa3aHHBIX KIMHUYECKHUX
ciyuaes. CornacHo omy6JIMKOBAHHBIM JAHHBIM, MOYXHO BBIIEIUTb TPU
oHAEeMUYHBIX pernoHa: bmvokunit Bocrok, Oxnas Asua u Cesepnoe
Cpeausemuomopse [Mohsen-Pour N., 2022].

Iens paGoTst. [{aTh KAMHUUECKYI0 XapaKTEPUCTUKY MALIUEHTOB C re-
HETHMYECKU TOATBEPK/AEHHBIM CHHApPOMOM Pomyxepca m nokasaTb posb

addexra ocHOBaTeNST B MOBBILIEHHON YACTOTe BCTPEYAEMOCTH AAHHOTO
3aboneBanus na reppuropun Poccuu.

Marepuanst u metopsr. [Iposenen ananns 10 naumenTos c renetnue-
ckm ycraHosaeHHbim auarHosom TRMA. Menunana Bospacra manneHTos
Ha MomeHT noctaHoBku auarnosa 2 roga (1 roq — 16 ser), cootnonenue
MK — 7/3. [{ns necnenoBaHus 4aCcTOTHI HOCUTEIBCTBA MY TALUK U 10K~
sarenbcTBa addexTa ocHOBaTes s Obta cobpana koropra n3 355 «yca0BHO
310poBbIX> fo0bpoBosbues us Pecny6nuku Wnrymwerns (sce — aTHnue-
ckue unrymn). B pamkxax Hanuonanbhoii renernueckoit mHULMATUBBL
«100 000+51» 6b110 poseaeno PCR-free nonnorenomuoe cexsennposanue
na maarpopme DNBSEQ c nenesrim noxperruem 30x o6pasios Beex ma-
[IMEHTOB U 10OPOBOJIBIIEB.

Peayabrarst u obcyxaenune. Bospact manudecranun sabosesanus
y HaLMEeHTOB BAPbUPOBAJ OT IEPBbIX MECSLEB JKM3HU A0 OfHOro roaa (y
7 naumeHToB 3ab0JeBaHUe IPOSBUIOCH AHEMUEH, Y TPEX — HapylUIeHHeM
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cnyxa). ¥ 9 manuentoB npu ¢pusMKanibHOM OCMOTpe Oblia BbisBJIe-
Ha KJIacCHYecKasl TpUaja CUMINTOMOB; y | maumenra B Bodpacte | ropa
He OTMeYaJoCh CHUKEHUS CLlyXa Ha MOMeHT Habmogenus. Y 4 nanuen-
TOB Takye ObLIM JUATHOCTUPOBAHDBI JOTOJHUTENbHbIE TIPOSIBJAEHUS CHH-
llpOMa POZ:L)KePCa, —_— Kap}:lVIOMI/IOHaTI/IH (y OJHOI'o M3 HUX B COYETAHUU
¢ anruonarueil ceruarku). [lo pesysibraTam HOJHONEHOMHOIO CEKBEHU-
poBanus y 8 us 10 nanueHToB BbISBIEHA NATOreHHASI TOMO3UTOTHAS MY-
ramust ¢.1223+1G>A B xanonuueckom caiire crutaiicuura reaa SLCI9A2.
AHanus cemeiHOro aHaMHe3a MMOKAa3aJl, YTO BCE MALMEHTHI ¢ JAHHOH My-
rauueii npoucxoaat us PecnyGnuku Vurymerns. Ananus Hocurenscrsa
myraunn SLCI9A2 ¢.1223+1G>A cpenn «ycI0BHO 310POBBIX» MHLYIIEH

nokasaJs yacrory Hocureascrsa 2,9% (1:35). B cosoxynunoctu nosnyuen-
Hble JIAHHbIE MO3BOJIMIU OOBSICHUTD MOBBILIEHHYIO YaCTOTY BCTPEYaemMo-
ctu TRMA B orom peruone apdexrom ocnosaresns.

3axuouenne. Cunnpom Popskepca mpencrasasier coboit Tskesnoe
HacseficTBeHHoe 3abosneBaHMe, HeCBOeBpeMEHHasl AMATHOCTUKA M OT-
CYTCTBME CBOEBPEMEHHOH Tepaluu KOTOPOrO MOLYT IPUBOAUTH K Ce-
PbE3HBIM MHBAJMAUSUPYIOLMM OCJIOXKHEHHUSM BILIOTb AO JIE€TAJIBbHOTO
ucxona. BrisBienue HOBOro sHaeMUYHOrO permoHa u paspaborka THO-
crienuUUHBIX KJIMHUYECKUX peKoMeHAauuii mo auarnoctuxe TRMA
GynyT crnocobGcTBoBaTh GoJiee paHHeMy BBISIBJEHMIO TAKUX NAaLUEHTOB
Y CBOEBPEMEHHOMY HavaJLy UX JIEUEeHUSL.

Aasbigosa B.[l., Kanpanos H.M., 3otoea A.A., Inanoe [1.B., Cepatok 9.B., Henawesa T.A., Msarnoea H.O., Hukudpoposa K.A,,
3anuenko U.E., Nloces C.[., Oasbigosa tO.0., lansuesa U.B., Boronio6oea A.B.

PAHHAA PASPABOTKA CAR-T-ITPOJIYKTOB JIJIA TEPAIIMA OCTPOT'O MUEJIOUITHOT'O JIEMKO3A
DreY «<HMUL rematonornums Munsgpaea Poceum

Beenenue. Octpsiit muenonansiii neixos (OMJI) xapakrepusyercs
BBICOKOW e T€POreHHOCTBIO OKCIIPECCHU AHTUTEHOB Ha OILy XOJIEBBIX KJIET-
KaX, 4TO 3aTpyAHSET paspaGOTky CAR-T-kznerounoit repanun. Muorue
norenruaabaeie mumenu CAR-T, rakue xax CD33, CLL1, CD123, skc-
IPECCUPYIOTCS. He TOJIBKO Ha BJIACTHBIX KJIETKaX, HO U Ha HOPMAaJIbHBIX
KJIETKaX MUEJOUAHOrO psiaa, 4o npusoaut k ucromennio CAR-T-kaerox
1 BBICOKOM TOKCHYHOCTH Tepanuu. B casu ¢ atum npu paspaborke CAR-
T-repanuu Ba’kHO yuMTBIBATH pasHOObOpasue O9KCIHPECCUU AHTUIEHOB
OMJI u umMeTh BO3ZMO>KHOCTb OTEPATMBHO OTPAHUYUTEL MpoHdepanuio
CAR-T-k71eTOK B Ci1y4ae TOKCUYHOCTH.

Ilens paGorbr. Pannss paspaborka CAR-T-kserounoro mpopyxra
u anauus sxcnpeccun anturenos OMJI Ha onmyxoseBbIX KJIETOUHBIX -
HUSX MUEJOUHOTO MPOMCXOK IEHN .

Marepuanst u meroasr. Jxcnpeccuto anturesos OMIJI onpepensin
METOI0M MPOTOUHOI nuTodryopumerpun. TpaHcreHHble KJIETOUHBIE -
HMM-MUILEHY TI0/Ly 421 [y TeM JeHTUBUPYCHOU TPAHCAY KUK KOHCTPY K-
nueii ¢ renamu GFP u nanoLuc. dns merexmun CAR'-xmeTox meTomom
NpPOTOYHOH 1UTO(IYOPUMETPUM TMOMyYaJd PEKOMOMHAHTHBIE Genku
rCLLI-Fc u rCD33-Fc meronamu reHHON MH)KEHEPUU C MOCJIEAYOLIEN
napaborkoit u ouuncrkoit. CAR-T-knerku, HaleseHHble HA AHTUTEHBI
CD33 u CLLI, nonyyanu myrem JeHTUBUPYCHOM TPAHCAY KLY IEPBUY-
upix T-mumdonuros nepudepuueckoit kposu. dpdextusnocts CAR-T-
KJIETOK OLEHMBAJIU 10 CJEAYIOINM IapaMeTpaMm: yPOBEHb TPAHCAY KNI
U 9KCTIAHCU U, IUTOTOKCUYeCKas U nposindepaTuBHasi AKTUBHOCTD PHU CO-
KYJIBTUBALMK C KJETKAMHU-MHLIEHsIMH, ypoBeHb npoxykuuu IFNy.

Peayabrarst u o6cyxpaenne. Ha 6aze ®I'BY «HMUL] remaroso-

run» Munsapasa Poceun cospana niardopma nist panteii paspaborku

CAR-T-mpopyxros, nanenennbix na anrturenst OMJL Ilpesxne Bcero
13 9 MUeNOMAHDBIX OMyXOJEBBIX JUHUH ObLIM BbIGPAHbI ONTHUMAJbHBIE
no akcnpeccun anturesos OMJI. Boabmmnerso awnmit sxcnpeccu-
poBanu kitouesble anturenst CD33 u CLL1 na ypoBhe GnacTHbIX Kie-
TOK maumeHToB uau Boiwe B 1,5-8 pas. Beilbpannbie kieTounsle auHUM
6ol Tpancayuuposansl koncrpykuueir GFP-nanoLuc pns mcnonsso-
BaHMS B KadecTBe KJIETOK-MUIIEHEH B LUTOTOKCMYecKuX Tectax. [lasee
6ot monyuenst koncrpyktel CAR Broporo mokosenus, HaleseHHble
na anturenst CLL1 u CD33. [lns nsyuenus sdpdexrusnoctn coorser-
creyromnx CAR-T-npopykros Gblia npoBeseHa cepusi 9KCIEpPUMEHTOB
C UCrosb30oBaHMEeM HapaboTaHHbIX pekombunanTHbIX Genkos rCD33-Fe
u rCLLI1-Fc pnsa perexunn CAR*-xserok merogom npotouHoit unurtodiry-
OpPMMETPUM M TPAHCTEHHBIX KJETOUHBIX JIMHUI B KAaueCTBE MULICHEH.
Iporectuposannsie CAR-T-mpoayxter addextrusHo snumunuposanu
TapreTHble KJIETKU (1 vilro, MOATBEPKAasl IPUMEHUMOCTb paspaboTaHHOI
nardopmsl AJ1st paHHeil u fokauHuueckoit paspaborku CAR-T-repanuu.
B nanbneitimem ona Gyaer ucnonbsosana ans recrupoanus Hosbix CAR-
T-npoayKTOB ¢ ONTUMHUBMPOBAHHON JOMEHHON aPXUTEKTYPOH.

3aximouenne. llposesennblii aHanus 9KCpeccHM  aHTUIEHOB
Ha pasanunbix kaetoanbrx auausx OMJI BoisBua sHaunTeabHY10 Bapu-
abesIbHOCTD, YTO BA’KHO yYMTBIBATH TP BbIOOpE MHUILIEHEl [ OLEHKM
addextusnoctu  CAR-T-xnerok. Ilonyuennsie CAR-xoncrpyxtsr ne-
MOHCTPUPYIOT BBICOKYI0 apeKTUBHOCTb B oTHOLeHun anturenos CD33
n CLL1 B unrorokcnueckux recrax. JlanbHeiimune nccaeposanus Oymyr
HampaBsJeHbl Ha usydenune QyHknuoHanphbix xapaktepuctuk CAR-T-
KJIETOK C ONTHMHU3UPOBAHHON JOMEHHOW apXMUTEKTYPOW AJisi KOHTPOJS
GesonacHOCTH Tepanuu.

Oanuney B.B.', Apo3a T.C.!, Benskora B.B.?, Kapa B.B.", MaptsiHosa E.A!, Moroxnn A.B.', Hukutun E.A.2, Xupgunses [1.B.!, Tamkaeea M.K.},
Bynatos A.10.°

BBISIBJEHUE KJIMHNYECKU 3HAYMMbIX AHTU-M AHTUTEJI
'TBY3 «[KB M. M.M. Konyanosckoro A3M»; 2IBY3 «MMHKL, M. C.I. Botkura A3M»; *TBY3 «HUWM CM um. H.B. Cknndocosckoro 13M»

Beemenune. Cunraercs, uro antu-M anTUTEeN A SBASIOTCS €CTECTBEH-
HBIMU M He MMEIOT KJIMHUYECKOTO 3HAYeHMs, NMOCKOJbKY OHM HanboJee
peaxTuBHbI Ipu Temneparype Huke 37 °C ¢ onTumanpHOl TemnepaTypoi
4 °C. OpHako B psiie MCC/IEAOBAHUI OTMEYAETCSl PeaKTUBHOCTL aHTU-M
anturen npu 37 °C B HenpsiMOM aHTUIIOOYIMHOBOM TECTe, UTO yKa3blBa-
€T Ha UX KJIMHUYECKYI0 3HA4MMOCTb. allle Bcero faHHble aHTHTE 1A HMe-
au cmewanubiit uzorun (IgM + IgG).

Ilens paGorsr. IlpencraButs ciyuan BoisiBnenus antu-M anturen
IpU PaCXOXKJEHUU Ppe3yJbTaToOB IPSIMOro U OOpaTHOro onpejeeHUs
rpynnst kposu 1o cucreme ABO.

Marepuanst 1 meropbl. B oraenenuu tpancdysmonorun ['BY3
«'KB umenu M.I1. Konuanosckoro JI3M» 6b110 nposeneno cranpapTHoe
cepostornueckoe runuposanue 30 596 06pasLOB KPOBU LOHOPOB U MaLK-
enrtos B nepuog ¢ 01.01.2025 no 30.09.2025. [{ns nposenenns nummyHo-
reMaToJIOrMYeCKMX NCCAeOBAHUI ObLIM MCIIOAb30BAHBI [BE TEXHOJIOIMH:
METOL MUKPOKOIOHOUHOI arrmorunauuy B resie (Bio-Rad, CIIIA; Across,
Typuus) n muxkponnanmernas rexuoaorust Capture (Immucor, CIIIA).
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CranpapTHOoe ceposornueckoe TUIMPOBaHUE OOPA3LOB KPOBU JOHOPOB
U NaLMEeHTOB BKJIIOYAJIO: ONpefeseHue rpynnsl kposu no cucreme ABO,
pesyc-npunaanexHocry, anturena KEL], nposenenue ckpunnnra Ha Ha-
JAMYMe aJJIOMMMYHHBIX aHTUOPUTPOLUTAPHBIX AHTUTE U UX UAeHTU]U-
Kaluio B ciyuae obHapyskeHus. [lonosHuTe bHbIE NCCIEAOBAHUS ObLIM
[pOBe/ieHbI 7151 06Pa3IoB KPOBH, B KOTOPBIX HAab/II0AaJ10Ch PACXOK AEHUE
Pe3yJbTaTOB NMPSIMOro U 0OPaTHOrO ONpE/eIeHNs TPY bl KPOBU MO CH-
creme ABO u ycranosnena cnenuduunocts antuten (Bbissienst antu-M
anrurena). [Iposopnnocs ucciesosanue obpasia KpOBU U CTAHAAPTHBIX
spurpouutos Al u B na nanuuue/orcyrereue anturena M ¢ ucnoassosa-
nuem [D-anturennoro npoduns 111 (Bio-Rad, CIIA).

Peayabrarst u 06cysuaenue. [lo pesynsraram ummyHoremaronornye-
CKUX MCCJIe/I0BaHuil B 5 06pasiax KpoBY NAalMeHTOB HABII0A10Ch PACXO-
>K/IeHVME Pe3yJIbTaTOB IIPSMOro U 0OPaTHOrO OIpe/AeeHUs PPy bl KPOBU
no cucreme ABO. Peaynbrars ummyHOremarosorniecknx uccaenoBaHmni
npeacrasiensl B Tabauue. Ilpu uaentudukanun antusputpounTapHbIx
aHTUTEJ] B IJa3Me KPOBU METOAOM KOJIOHOYHOM arrIOTHHALMU BO BCEX



5 cayuasx Obin BeIsIBAeHBI aHTU-M aHTHTENA.
Y Bcex mMaLMEHTOB OTCYTCTBOBAJ OTSTOLIEHHBII
Tpchd)ysHOHan‘/i aHaMHe3a, YTO CBUETE/bCTBY-
eT O eCTeCTBEHHOM IPOUCXO0XEHUU BbISIBJICHHBIX
antu-M anTuTe.

3axuouenne. Pesynprarer Hamumx uccienosa-
HUI ToKasanu, 4to antu-M aHTHTea MOTY T MeTH
KJIMHUYECKOe 3HauyeHHe, INPOSIBJSIS CBOIO aKTHUB-
nocts npu 37 °C. JlanHble aHTHTENA MOTYT CTaTh
NPUYMHOM TIeMOJUTUYECKUX HOCTTpaHCd)ySI/IOH-
HBIX OCJIOXKHEHUI U reMOJUTHYeCKOM 60Ie3HU HO-
BOPOXXAEHHBIX. Ba’KHO MOMHMTB, 4TO Tpchcbysnﬂ
9PUTPOLUTCOAEPIKALNX KOMIOHEHTOB KPOBHU Ia-
uueHtam ¢ antu-M anTHTenamu noskHa mpoBoO-
JUTHCSI C UCIIOJb30BAHMEM COBMECTHUMBIX OPHUTPO-
LMTOB OTPULATEJNbHBIX 110 anTUreHy M.

MPUNOXEHME 1

Tabaunua. PesynbTaTel UMMYHOreMATONOTMYECKMX UCCEROBAHMI 5 0BPA3LIOB KPOBU NALMEHTOB

Oeupbik B.H.!, KoxHo A.B."?, O6yxoea T.H.!, Jlykeanoea UN.A.", Tponukas B.B."?, Mapoeuunukoea E.H.'2
OMJI C TEPECTPOVIKOW TEHA MECOM — OCOBEHHOCTHU JIABOPATOPHOM JUATHOCTUKHA

'®DrBY «<HMUL rematonorum» Munsapasa Poccuu; ?“@TBOY BO «Poccuiickuit yumnsepcutet meanumtsi» Munsapasa Poccun

Beenenune. Octpoiit muenonanstii aeitkos (OMJI) ¢ nepecrpoiikoit
rena MECOM — penxoe muesonsHoe HOBOOOpazoBaHUe, XapaKTepUsy-
ercst peapamxuposkoit renos kommaexkca MDSI u EVIIIMECOM), na-
6monaercs B 1,2% cnyuaes OMJI de novo. B coorsercreum c xnaccudu-
kauueit BO3 2024 ropa nanuuue nepecrpoiiku MECOM c Bonevyennem
reHa GATA2 wnu Apyrux reHOB-NapTHEPOB y MALMEHTOB C MUEJIOUIHbI-
MU HOBOOOpasOBAHUSIMM I103BOJIET KjaccudpuuupoBath saboneBaHue
kax OMJI ¢ MECOM npu nobom konuyecTse BIaCTHBIX KJIETOK B KOCT-
nom moare (KM) unu nepudepuueckoii kposu (I1K), kpome Bropnunbix
OMUJI unu 6aacTHoit Tpancdopmanyun muenonpoandepaTuBHBIX HOBOOO-
pasosanuii (MIIH). B myrauuonnom craryce myrauus rena SFB/ orme-
gyena B 26% ciy4aeB, KOTOpas acCOLMMPOBAHA C HAJIMYMEM KOJIBLEBBIX
cunepobaacros (KC).

Ieas paGorsr. OuenuTh KIMHUKO-1a00PATOPHYI0 XapaKTePUCTUKY
Goabusix OMJI ¢ nepecrpoiikoit rena MECOM B nebrore sabonesanus.

Marepuanbt u meroapl. B uccienosanue Brioueno 24 nauuenra
¢ nepeuunpim OMJI ¢ nepecrpoiixoit rena MECOM, nabaonasumxcs
B HMUII remaronorun ¢ 2015 no 2025 r. (10 my>xunn, 14 xenmun, me-
nuaHa Bospacrta 52 (33-75) roga). Bcem nauuenTtam BbImosHeHBI: CTaH-
naptHoe nurorenernyeckoe uccaenosanue (CLIN), FISH (7 = 14), remo-
rpamma, muenorpamma. TpenanoGuoncus KOCTHOrO MO3Ta OCyIIeCTBIeHA
19 nanuenTam, HUTOXUMMUECKAs PeaKLUsl HA KOJIbLEBbIE CHAEPOOIACTDI
(KC) — 17, ummynodeHoTunuposanue 6JaCTHBIX KJIETOK METOAOM HPO-
tounoit uuromerpuu (MDT) — 17.

Peayabrarst u obcysxaenue. JlaGoparopHubie naHHble TpeacTabie-
uel B Tabnune. Y 16 ua 24 6onpabix (66,7%) xonnyectso Gractos B KIM/
ITK cocrasnsno <20%, ay 7 (29,2%) — <56%. TpomGouunTs >450%x10°%/n
onpenenenst y 5 (20,8%) GonbHbIX, y BCex MO AaHHBIM TpenaHobuoncUM
KM — yBennueHHOE KOJIMUYECTBO MEraKapUOLMTOB C NMPUSHAKAMU [HC-
meraxapuonoasa. Cpeau 17 6oabubix KC 25% seissnenst y 11 (64,7%),
a 216% — y 7(41,2%). IIpu CLIM y 2 Gonbubix Gbl1 HOpMaJbHBINA Ka-
PUOTHI, U HepecTpoiika ¢ BoBjeueHuem Jokyca rena EVI/3q26 Gbuia
noprsepskaena merogom FISH. ¥V npyrux 22 6oabubix: inv(3)/t(3;3)
soisaena y 12 (54,6%), B Tom uucse ogunounsie abeppauuu — y 6/22
(27,3%); Bapnanrtusie Tpancaokaunu MECOM c yuacruem 2, 12, 21-i
xpomocom — y 10 (45,6%), B Tom uncne ogunounse — y 7/22 (31,8%).
Coueranue nepecrpoiiku HMECOM ¢ npyrnmun HapyLIEHUSAMU KAPUOTHIIA
ormeueno y 9 (40,9%) GoabHbix, HauboeE YACTO ONPEENSIN MOHOCOMUIO
7 — y 6 (27,3%). Coueranue napywennit MECOM c del(5q), +8 u B cocrase

KOMIIJIEKCHOTO KapuoTUuna OTMEYEHO 110 l cay4aro.

3akmouenne. Hamm nannble nokasanu BBICOKYIO YacTOTY BCTpeya-
emoctu OMUJI ¢ nepecrpoiixoit rena MECOM ¢ xonuuectBom 6JaacTHBIX
kierok <20%, cpean KOTOPBIX AOJISL HALMEHTOB 0e3 yBeJMYeHUs KO-
yecrBa GOnacros (<56%) cocrasuna 29,2%. Kpaitne Baxkno B anroputm
NepPBUYHOI AMATHOCTUKU IIPU MOAO3PEHUM Ha MHUEJOAUCIIACTHYECKHE
unu muesnonponudepaTuBHble HOBOOOPA3OBAHUS y NALMEHTOB C HUSKUM
koaunuectsom bnactueix kierox B KM/ITK, ocobenno ¢ rpombonurosom
M HaJU4YMeM KOJIbLEBbIX CHEPOBIACTOB, BKJIIOYATh CTAHAAPTHOE LUTO-
reHetnveckoe uccneposanue u FISH-quarnoctuxy nnsa csoeBpemennoi
sepudurannuun OMIJI ¢ nepecrpoiikoii rena MECOM, nockonbky B coOT-
BETCTBUHU ¢ akTyasnbHOU kaaccuduranueit BO3-2024 uuskuss rpannna
6aacros npu arom Bapuante OMJI He onpenenena.

Tabnuua. JlabopatopHbie gaxHbie GonbHbix OMJT ¢ MECOM

Mokasatenu N (uncno 6onbHbix) %

HopmansHeiit kapuotun, FISH+ 2 8,3
AHOMANUM KAPUOTHNA, U3 HUX: 22 91,7
Bcero inv(3), 1(3;3) 12 54,5
B TOM uncne usonuposannas inv(3), 1(3;3) 6 27.3
[pyrue abeppauun 3 xpomocomsi ¢ yuactuem MECOM 10 45,5
Anomanuu MECOM & covetanmm ¢ -7 6 27,3
Anomann MECOM 8 covetanun ¢ 5g- 1 4,5
Anomanun MECOM 8 couetanmm ¢ +8 1 4,5
Anomanun MECOM 8 komnnekcHom kapuoTune 1 4,5

Mepudepnyeckas kposb, n = 24: Me (min-max)

Hb, r/n 91 (47-110)
Plt, x10%/n 90 (14-1312)
u3 Hux ¢ PIt>450 x10%/n n=>5 20,8
L, x10%/n 3,1(1,7-65,0)
Bracrsl, % 2(0-90)
Mwuenorpamma: n=24
Bnacrel, % 9,2 (1,6-74)
13 Hux ¢ bnactamu <5% n=7 292
Konsuessie cupepobnactsl 25% n=11 64,7
Tpenaxo6uonTar KOCTHOrO MO3ra: n=19
KNETOYHOCTb: HOPMANbHAS 4 211
KNETOYHOCTb: NOBbILWEHHAS 7 36,8
KNETOYHOCTb: CHUXEHHAS 8 42,1
Oxpacka no lomopu: n=8
$n6po3 cTpombl 6 75
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Apobuunna AN, NlykeaHosa U.A.", Cypapukoe A.B.!, Cupoposa lO.B.!, Cesepura H.A', Tanbuesa M.B.!, Yabaesa lO.A", Mapoeuununkosa E.H.'2

OIIEHKA ITPOTHOCTUYECKOI'O 3HAYEHU S ITEPCUCTEHITNA MUHUMAJIBHON OCTATOYHOM BOJE3HHU ¥ ITAIIMEHTOB
C OCTPBIM MUEJIOUTHBIM JIEMKO30M C MYTALTUEN NPMI

'®DrBY «HMULL rematonormns Munsapasa Poccuu; 2OTEOY BO «Poccuiickuit yrnsepcuteT meanumts» Munsapasa Poccum

Beepenne. Hecmorpst Ha To uro nanmume myruposannoro NP/
(NPMImut) sasercss ¢pakTopom 61arompusSTHOrO TMPOTHO3a AJS MHa-
LUeHTOB ¢ ocTpbiM Muesonanbim Jaeiikozom (OMJI), ara rpynna secbma
rereporenHa. [IporHos y oTux manueHTOB 3aBUCUT OT KJIMPEHCA MUHU-
masbHol octatounoit 6omesau (MOB). [To manHBIM GonbImUHCTBA TCCITe-
NOBAHMI, HEOCTHIKEHUE MOJIEKYJISPHOM PEMUCCHU TMOCHE ABYX KypPCOB
HOBBIIIAET PUCK PELUANBA.

Iens paGorsr. OueHuTb NPOrHOCTUUYECKOE 3HAUEHUEe MePCUCTEHLIUN
MOBD nocse okoH4aHNS ABYX KypPCOB IPOrPaMMHOIO JI€UEHUS Ha IPOTO-
xose «<OMIJI-21» y naumnenros ¢ OMJI NPMImut.

Marepuansr u meroabl. B npocnextusHoe MHOroueHTpoBoe
panpomusupoBannoe kiannundeckoe ucciaegosanune «OMJI-21> ¢ an-
Bapsa 2021 no cenrsbps 2025 roga srmioueno 64 nauumenra ¢ OMJI
NPMImut. B ananus sownu nauuentst, yeit MOB-cratyc 6o one-
HEH METO0M annenb-cneuuimquofx’l NOJIMMEePa3HON LIeNHONH peaKLuu
(ITLIP) B xocTHOM MO3re mocie BTOporo uHTeHcuBHoro kypca (57 ue-
nosek). MOB-ueratusnoctoio (MOB(ITL[P)"-") cunuranocs nonnoe or-
cyrcreue xonmit NPMImut. Mysxaun 26, sxenmun 31, Me Bospacra
31 (19-58). ¥ 63 nauuenToB npu cTaHAAPTHOM LUTOI€HETUYECKOM UC-
CJle/l0BaHUU ObLI OATBEP K AeH HOPMAJIbHbII KAPUOTHUIL, y 4 BbISBJIEHbI

Puc. 1. Knuperc onyxonesoro tpanckpunta NPM1 B koHTpombHbiE TOUKM
Ha npotokone «OMJT-21»

Puc. 3. O6was sbixmsaemocts nauneHtor ¢ OMJT NPM1mut B 3aBucumocTm
ot craryca MOB(MLP) nocne sToporo kypca Tepanmu
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aHOMA/JIMM KAapUOTHUIA, OTHOCSIIUMECS K TIPYIIIE HPOMENKYTOUHOIO
npornosa. Y 256/67 myrauns NP coueranacs ¢ myranueit FLT5-1TD.
[IpoananusupoBaHo BAMsSHME HA MPOrHO3 KOMMYTALlMM, BbISIBJEHHOMN
B nebiore OMJIL. Takske nposejeHa cpaBHUTE/NbHAs OLEHKA JBYX Me-
ronos aerekuun MOB: annens-cnenuduunoit [1L[P u muoronapamer-
POBOI MpOTOUHO#H 1MTO(IYOPUMETPUHU C OAHOBPEMEHHBIM OMpefee-
HUeM J1efiK03-aCCOLMMPOBAHHOrO MMMYHO(pEHOTUNAa M aHOMAaJbHBIX
narrepHoB AuddepeHIUpPOBKY.

Peayabrarst u chy)icneHue. 33/57 nanmenta (568%) mocturiau mo-
nexynapuoit pemuceun (MOB(ITLIP)") nocse sroporo xypca mHayk-
uuu (puc. 1), 6/33 (18%) BbinosnHeHa TpaHCNIaHTALMS AJ1JIOTEHHbIX re-
monoaruueckux crBosnoBbix kia1etok (anno-TT'CK) B nepsoit pemuccun
(ITP). B rpynne MOB(TTLIP)* anno-TT'CK 6brna Beinonnena 8/24 (33%)
nauuenram B 1P, y 2/24 nocne xoncrarauun MOB(M®DT)-peunausa.
Ha cpoxe nabawopenus 18 mecsaues GespeumansHas BbIXKMBAaeMOCTb

(BPB) B rpynne MOB(IILIP)" cocraBuaa 80% nporus 55% B rpynmne

Puc. 2. bespeunansras seixusaemocts nauuentos ¢ OMJT NPM1mut 8 sasu-
cumocTy ot ctatyca MOB(MLP) nocne sroporo kypca Tepanuu

Puc. 4. bespeunansHas BbIXMBAEMOCTb B 3BMCUMOCTH OT CTATYCA MOB(LLP)
nocne BToporo kypca Tepaniun u kommyTaumu FLT3-1TD & gebiote



MOB(IILIP)* (p = 0,04) (puc. 2). Ornuuuit B obuieil BLI>KUBAEMOCTH
(OB) e Boissreno (856% nporus 80% coorsercrsenno, p = 0,04) (puc. 3).
BPB na cpoxe 18 mecsines B rpynne FLT3+MOB(IILIP)* = 30%, FLT3-
MOB(TILP)* = 81%, FLT3+MOB(ITLLP)- = 91%, FLT3-MOB(IIL{P)" =
72% (p = 0,01) (puc. 4). Ilpn ananuse nporuosa s sasucumoctu or MOB-
cTaTyca 1ocje BTOporo Kypca, onpegeientoro asyms merogamu (DT
u I1LP), mbt obuapyskuau, uro B cayuae UDT+ILIP puck nebnaro-
npusartHoro cobbitust B 11 pas Beiwe no ornowenuto k MOT-TILP- (p =
0,0007). B cayuae MDT-IILIP* mbl He BuAMM 3HAUMMBIX pasaMuuil
or rpynnst UDT-ITIIP- (p = 0,5) (puc. 5).

3axmouenne. Y nanuentros ¢ OMJI NPMImut npu anannse 5PB
¢ yuerom kommyranuu FLT3 u manneix nporounoit uuTodonyopumeT-
puu mbl He yBugean snadumoro sausuus MOB(ITLP)-craryca (p = 0,5).
OrmeueHa NPOrHOCTHYECKAS! LEHHOCTb COYETAHUS METOOB HMPOTOYHOMN
uI/ITodpJIyopI/IMeTpI/m n xonuvecrsennoii [ILIP B mmarmocruxe MOB,
a Takke HeoOXOAMMOCTb Onpe/eseHus Ha Gosee KPynHON BbIGOpKe 10-
nycrumoro nopora konuii NPMImut nepen oxoHuaHmem MHTEHCHBHON
vactu repanuu. HauGonbmuil puck penmausa oTmeueH npu coueTaHUU

myraunn FLT3 ¢ nepcncrennueit MOB.

MPUNOXEHME 1

Puc. 5. Bsanmocssasb metogos UPT u MUP npu onpenenenmnn MOB. beape-
LMAMBHAS BbIXMBAEMOCTb B 3aBMcHmocTH oT ctatyca MOB, onpeneneHHoro
ABYMsi METOAAMM, MOCNE BTOPOrO KypCa Tepanmm

3sonkoe E.E."2, Koponesa [.A."?, LLleuoea O.O.!, Apokos M.IO.", Fanctan .M.}, Kysbmunna J1.A.', O6yxosa T.H.!, Kospuruna A.M.},
Bupepman B.B.', Cyaapukos A.b.!, Maposununukosa E.H."2

JOJTOCPOYHBIE PE3YJILTATBI TEPAITUM BOJBHBIX IMMOOMOM 13 KJIETOK MAHTHUH IO ITIPOTOKOJY «JIKM-2016»

'DrBY «HMULL rematonorm» Munsapasa Poccuu, 2OTBOY BIMO «Poccuiickmit ynusepcuter meamumib> Munaapasa Poccum

Beepenne. B 2016 rogy B PI'BY HMMUI remaronornn»
Munspapasa Poccuu ans neuenus 6onpubix 1um$omoil n3 KIeToK MaH-
tuun (JIKM) 6611 paspaboran nporokon «JIKM-2016». B saBucumocru
OT IPYTIBI pUCKa ObLIO BbIEIeHO 3 KOrOpThl GonpHbix: | — Ges dak-
Topos Hebnaronpusrtroro nporuosa (DHII) (rpynna nuskoro pucka),
2 — c nannuuem OHII: 6nacronnnan/naeomopduas mopdosorus, Ki-
67 2 30%, geneuns 17pl3, xomnaexcuoiit kapuorun (KK) (rpynna npo-
MEXKYTOYHOTO PUCKa), 3 — ¢ Haauumem mytauuii B rere P55 (rpynna
BBICOKOTI'O PUCKA).

Ilennr paGotsi. [lpescTaBuTh AOMTOCPOUHDBIE PE3YyBTATHI TEPATIUM
6oabubix JIKM 13 pasHbIx MpOrHOCTMYECKUX IPYI B pAMKaX NPOTOKO-
na «JIKM-2016».

Marepuanast nu metoasl. B nepuon ¢ 2016 no 2025 r. B nccnenosanue
6b110 BraI0ueHo 92 Gonbubix JIKM. Cpennuit Bozpact 601bHBIX cOCTaBUI
55 (33-74) ner. Coornomenne M:2K = 56 (60%):36 (40%). Cranuu no Ann
Arbor: 4-a cranus — 86 (93%) Goawbubix, 3-a cragua — 1 (1%) Goab-
Hoit, l-s1 cragna — 5 (6%) Goabubix. Pacnpenenenue no rpynnam pucka:

l-a — 41 (44,5%) Gonbubix, 2-5 — 31 (33,5%) Gonbuoit, 3-1 — 20 (22%)

Puc. 1. Matunetnsas BCB u OB Gonbheix JIKM us 1-# rpynnsi vuskoro pucka (6es COVID-19)
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Gonpubix. OHII Bo 2-it rpynmne Goabubix: Gaactounnas mopdoaorus —
14 (48%), Ki-67 > 30% — 13/25 (62%), neneunsa 17p13 — 11 (38%), KK —
16/28 (57%). B 3-it rpynne 6onbubix ¢ myTaunsamu s rene 7P55 y 12 (64%),
9/16 (53%), 10 (60%), 16/18 (88%) GonbHbBIX ObLIM BLISIBJAEHDI 0J1aCTOUHAS
mopdonorus, Ki-67 > 30%, penenns 17pl3 u KK coorsercreenno.
Peayabrarst u 06cysxaenue. 3a Beck nepuos Habnogenus uz 92 6osb-
ubix 8 (8%) ymepau or COVID-19 s ITP JIKM. B 1-it u 2-it rpynnax 6onb-
HBIX Tepanus npoBoauaack no porupymomei cxeme R-BACNe2/R-HANe2,
¢ mnocneaytomeit koHcommpaumeit ayto-TI'CK u nopmepskusaromeit
Tepanueii putykcumabom B Tedenue 2-x aet. B 1-it rpynne us 41 6onbnoro
B 1 ciyuae passuscs mosexynspHblil penuaus, 4 — norubau B noJHOI pe-
muccuu or COVID-19, sxust 37 6oabubix. [Istunernss BCB u OB B 1-i1
rpynne (6ea COVID-19, n = 37) cocrasuaa 97 u 100% coorserctenno

(puc. 1). Bo 2-it rpynne us 31 Goasnoro B 10 cayuasx Gvi10 KOHCTATH-
posano P/P Teuenue zabonesanus, 2 — norubau or COVID-19, sxusbi
27 6onbubix. [Tarunernss BCB u OB Bo 2-it rpynne (6es COVIDIY, n =
29) cocrasuau 67 u 91% coorsercrsenno (puc. 2). B 3-it rpynne 6onbbix
Ha VlHllyKLLI/IOHHOM arane anlMeHﬂﬂl/lcb pa3ﬂl/l‘—ll‘[b[e KOM6I/IHaLLI/IM TapFET-
ubix npenaparos + X T, aano-TT'CK (10), CAR-T (2). ¥ 10 us 20 Gonbubix
6b110 otmeueno P/P rewenme JIKM, 2 — moru6mu 8 I[IP or COVID-19,
skusbl B [IP — 10 6oabnpix (anao-TTCK — 5, CAR-T — 2, XT = rapre-
o1 — 3). [latunernas BCB u OB cocrasunu 35 u 46% coorsercTBento
(puc. 3). B obweii rpynne 92 6oasubix JIKM 5-1 BCB u OB cocrasunu 68
u 77% coorsercrsento (puc. 4).

3axmouenne. B sasucumoctu ot nammuus O®HII 6b110 copmuposa-

no 3 rpynmnet 6onbubix JIKM. s 6onsusix 6es @HII paspaboranusit

Puc. 2. MatuneTras BCB u OB GonbHbix JIKM ua 2-i rpynnsi npomexyTouroro pucka (6es COVID-19)

Puc. 3. Matunetrss BCB u OB 6onbHbix JIKM 13 3-i rpynnei Beicokoro pucka

Puc. 4. Matunetrss BCB u OB 8 obuwert rpynne 6onbHbix JIKM
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IPOTOKOJI TEPANUU [POJEMOHCTPUPOBAJ BLICOKY IO
5 PexTUBHOCTL U BEPOATHOCTH MOJHOTO M3Jeue-
uua JIKM. [Ina Gonbubix us 2-if rpynnsl npome-
SKYTOYHOTO pHUCKa LesecoobpasHa paspaboTka
MOBDB-opreHTHPOBaHHBIX TMOAXOAOB K JIEYEHUIO
U MHTerpauus TapreTHbIX npenaparos (MHruburo-
pot BTK, BCL2) B unnyxumonuble cxemsl Tepanuu
¢ mnocneayromeit konconmmupauuein ayro-1T'CK/
CAR-T-ks1eTOUHOM Tepanuu B 3aBUCMMOCTH OT TILy-
Gunbl npoTuBoONIyX0NEBOro oTBeTa. J{st GoabHbIX
¢ myrauusimu B reHe P55 moreHuMasbHO H3Jie-
YUBAIOIIEN OMIMeil OCTAETCSI TOJBKO KOMOMHALMS
TapreTHOM M KJIETOYHOM Tepanmuu B INEpPBOH JM-
HuM jevenusi. Ha ocHoBanuu nosmyveHHBIX RaH-
HBIX IUIAHUPYEeTCs MHULMALWUS HOBOIO IPOTOKOJIA

«JIKM-2026> (Trabauma).

Tabanua. Ousain npotokona «JIKM-2026» pns monopsix 6onbHbix JIKM

[pynna Huskoro pucka

Het
akTopoB
HebnaronpusTHOro
nporHo3sa

| R-BACNe2/R-HANe2

| AyTo-TFCK

Tpynna npoMeKyTOYHOro pucka

MPUNOXEHME 1

['pynna Bbicokoro
pucka

BnacTtonaHblii/nneomMopdHbIin BapuaHT
Ki-67 6onee 30%, bulky disease
MIPI/MIPIb/cMIPI high (6, 2 6anna),
del 17p13
KomnnekcHbI kapnoTumn
Del CDKN2A/B
t 8924, amp 8q
Mut/del ATM
mut NCD2, SMARCA4NOTCH1/2,
UBRS5, FAT1, POT1, KMT2D, BIRC3
Dellp, del8p, del6q, del13q
amp 13q, amp 3q, amp 12q

MR 2 roga +/- uBTK
Ans rpynnb
NPOMEXYTOYHOrO
pvicka

MOB-

R/G-BACNe2/R/G-DHAPNe2
+ nBTK + nBCL2
KoHTpone MOB, M3T nocne 2 kypcos

MyTauum B reHe
TP53**
BuannensHas
del17p13

CD20 + nbTK +
nBCL2

MOB+

CAR-T
Anno-TICK

BiTe

3epkanenkosa E.A., A6acos P.X., Matsees E.B., Unbacosa K.P., Kanununa UM, Macuan M.A.

MEPECTPOMKU TEHA KMT24 TIPU OMJI Y IETEN — OIPEJIEJIEHUE B IAHHBIX IIOJJHOTEHOMHOI'O CEKBEHHPOBAHU A
N KIIMHNYECKOE NTPUMEHEHUE

DOIBY «HMULL ATOM vm. Omutpus Poravesa» Munsapasa Poccuu
(n = 336, 39,2%), 10 (2 = 229, 26,7%) u 11 (2 = 222, 25,8%). Ilpu arom

Beenenne. PexyppeHTHbIE XPOMOCOMHBIE TPAHCIOKALMY, MPUBO/S-
e k GOpMUPOBAHMIO XMMEPHbBIX FEHOB, SBJSIOTCS BEAYIIUM MeXaHU3-
Mom natorenesa octpbix Jeiikosos (OJI) y nereil; ocoboe Buumanue or-
BopuTcs nepecrpoiikam rena KMT2A B cnny ux 4acToil BCTpe4aeMoCTH,
60JIbLIOrO KOJMYECTBA MeHOB-TIAPTHEPOB U JIOKAJIM3ALii TOUeK paspbiBa.

Iens paGorsl. Brissnenue nepecrpoex KMT2A B o6pasuax koctHo-

ro mosra ot nauuentos ¢ OJI, aus koropbix Gbna
nposenena auarnocrnka 8 HMMUILL IT'OU um.
I1. Porauesa (n = 942).

Marepuanst u meropst. OcHoBHbiMU Bapu-
anramu OJI Obutn OCTPBI MMEJIOMHBINA JIEHKO3
(OMJI, n = 473) u OJIJI us B-knerounsix npen-
wecrsennuxos (BIT-OJ1JI, n = 367). Onpenenenne
xapaxrepa nepecrpoiiku rena KMT2A srirouano
cranpaptHoe kapuorunuposanue (2 = 940), nccae-
nosanue meromom FISH (n = 922), OT-TITLLP (2 =
782), cexsenuposanue no Conrepy (7 = 522), LDI-
PCR (7 = 58), BblcOKONpOM3BOAMUTENBHOE CEKBE-
nuposanue [JTHK ¢ KMT2A-raprernoii nanensto
(n = 284), PHK-cexsenuposanue (1 = 67), a Takxe
nosnxoreHomuoe cexksenuposanue (WGS) B pam-
KaxX HaIMOHAJLHOW TIeHeTHMYeCKOH MHUIMATUBbI
<100 000+51> (2 = 417).

Peayabraror n obcysxaenue. Maentudunm-
posatb xapakrep nepecrpoiiku rena KMT2A yna-
noce B 898 obpasuax us 942 (95,3%). Beuio Bbi-
sasaeno 42 npsmbix KM T2A-xumepubix rena (894
ciyuast), 2 cllydast C NPSIMOM IIEPeCTPOMKOM ¢ He-
xopupytoweit JJTHK u 2 cayuas ¢ Tonsko obparHoii
nepecTporKOM. Haubonee yacteimu reHamu-napr-
nepamu sisunuce JLLT5 (n =279, 29,2%), AFFI (n =
198, 20,7%), MLLTIO (n = 146, 15,3%) u MLLTI (n =
117, 12,2%), npuuem MLLT5 w MLLTI0 npeobna-
nanu npo OMIJL, a AFFI v MLLTI — npu OJIJL.
Tensi-naptuepst AFDN, JMLLTI, SEPTING 6biau
MPAaKTUYECKU 9KCKJIO3UBHBIMM IS TIALlUEHTOB
crapwe | rona, MLLTI] — nanporus, nns nanu-
€HTOB NEpPBOro rojia >Kku3Hu. B xoxe nccnenosanns
ObLIU BbISIBJIEHbI HOBbIE reHbl-napTHepsl KM T2A —
MARK?2, PELPI, DDXI0, SORBSI, MRTFB.
Vpentudbunmposats 10KaIM3anM0 TOYKU Pa3pbl-
Ba rena KMT2A ynanocs B 840 obpasuax us 898
(93,6%). B 781 cay4ae ona npuxoguiach Ha IJIaB-
HBIH KJacTep Todek paspbiBa (MHTpOHBl 8-12,
95,7%); uame Bcero GHUIM BOBJIEYEHBI UHTPOHBI 9

AFF] v MLLT! 6vunn accouuuposanst ¢ unrponom 11 (58 us 144, 36
us 102), MLLT5 w MLLTI0 — c unrpornom 9 (99 us 244, 62 us 133). Touxn
paspbiBa B MMHOPHOM Kaactepe (uutponbl 21-23) 6Gbun accouuuposa-
ubt ¢ AFDN (n = 5) u USP2 (n = 8). Ilonnocreio cTpyxTypy nepectpoekx
KMT24 onucanu y 425 obpasuos meronom WGS. Ilepecrpoitku Gbuin

Puc. MonekynspHo-reHetnyeckas xapaktepuctuka OJ] geTckoro Bo3pacta ¢ nepecTpoikamu reHa

KMT2A
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npeacrasaenst npoctoimu (2 = 261, 61,4%), opnowarossimu (12 = 5, 1,1%)
n kommekcubimu (n = 169, 37,4%) cobbitnsamu. Komnnexcnsie nepecrpoii-
ku npeobnaganny cnyuaes ¢ KMT2A::MLLTI0 (62 nporus 7), npoctble —
npu KM T2A::MLLT5 (80 nporus 36, 69,8%) u KMT2A::AFFI (63 nporus
19). Meaunana uucna causaHui B COCTABE CJI0MKHBIX TPAHCJIOKALMI cocTa-
Busa 0, a MakcumasbHoe unciao — 17 (aas cuyyvas ¢ KMT2A::MLLTIO0).

B xone pa.6OTI>I 6bIJIO 06Hapy>1<eHo 16 CJlydaeB KPUNTUYCCKUX NIEPECTPOEK

KMT2A, aro sBMIOCH OCHOBAHMEM IJISI peCTpaTmbMKaunm ManueHToB
B IPYIIILY BBICOKOTO PUCKa.

3axmouenne. Hailinennsie nocnenosarensuoctn KM T2A-xumepubrx
reHOB ObIM UCTIOIBb30BAHBI /ISl ONIPe/ie/IeH sl MUHMMAaJbHON 0CTATOYHON
6onesun (MOB) meronom OT-ITLIP. Tak, nepcucrenus [T1IP-MOB no-
KaszaJla 3HaUMMOe BJIMsHUEe Ha 6eCCOBbITUIHYI0 BBKMBAEMOCTD B IPOTO-

roae OMJI-MP/I-2018 (36,0 = 10,4% vs 26,4 + 12,8%, p = 0,024).

3o3yns H.U.'2, Cypenkos A.A.', OenpHeik B.H.!

OMUIIM3YMAB B JIEYUEHUU PEOPAKTEPHOM ITPUOBPETEHHOM TEMO®UINH: OT OYJIbMUHAHTHOI'O TEUEHU S
K KOHTPOJIIPYEMOMY COCTOSIHUIO (5-JIETHAM OIBIT HABJIIOEHKS)

'®DrBY «HMULL rematonormm» Munsapasa Poccuu; 2DIEOY BO «Poccuiickuii yrmsepcutet meanumisi» Munsapasa Poccum

Beenenue. [lpuobperennas remodbunus (III') ocraercs mwusue-
YI'PO’KAIOLIMM COCTOSIHUEM CO cMepTHOCTbIO 110 48%, nmopaskatomwum npe-
MMYILECTBEHHO KOMOPOUAHBIX MALIMEHTOB CTaplieil BO3PACTHOH TPy bl
(mennana Bospacra 78 ser). Tpagunuonnas TakTuka spajuKaluy UHIU-
6utopa ¢ npumenenuem ummyHocynpeccusnoii Tepanun (VICT) umeer
KPUTHUYECKHe OTPAHUYEHUS: CMEPTHOCTb OT MH(QEKIIMOHHBIX OCJOMKHe-
uuit na doune VICT (mo 19,2% Bcex sneranbHbIX MCXOA0B) MapaaoKCab-
HO IpeBbIIAeT JIeTaJbHOCTb OT remMopparudeckux cobsrruit (2,9-9%).
ITpu arom paxe nocse ycnemnoii ICT ocraercs puck penuausa unrubu-
Topa nocse ormens! repanuu (1o 25,8%). Onnako nanHble 0 KOJATOCPOY-
HOW CTpaTernu BeJEHUSl TAKUX PE3UCTEHTHBIX MALMEHTOB B peaJbHOM
[paKTUKEe OCTAIOTCS eANHUYHBIMU. B 9TOM KOHTEKCTE NpUMeHeHHE dMU-
nusymaba paccMaTPUBAETCSl KAK CTPATETrUSI CMEHbI apa/IUTMBbl, TO3BOJIsI-
tomas tpancopmuposars 11" us dyasmunantaoro, uacro darambhoro,
3a00JIeBAHUS B KOHTPOJIUPYEMOE COCTOSIHME 6e3 PUCKOB, aCCOLMUPOBAH-
ubix ¢ arpeccusnoit VICT.

Henn paGOTH. [Ipencrasutes onbitT gaurensHoro (mo 5,5 romga) mpu-
MeHeHUs BMUIU3YMaba y alMeHToB ¢ peaucrenTHoii popmoii 11

Marepuanbt 1 meToabl. Dbl npoBesieH peTpoOCHEeKTUBHBINA aHAIN3
KJIMHMYECKUX UCXOAO0B y Tpex nauuentok (sospacr 34, 456 u 65 ner) ¢ I1I,
peaucrentHoil k kombunnposannoit ICT (rabnuua). Beupy nesoamosk-
HOCTH IOCTH KEHUS 9PaAMKALMN HHIMOUTOPA U COXPaHSIOLErOCs TeMOp-
parMyeckoro CHHApPOMa NpPU NPOBEACHUM TePanuM MpenapartamMmu LIyH-
TUPYIOLLEro AefiCTBUS NaLMeHTKU ObUIN NepeBeeHbl Ha NPOpUIAKTUKY
amunmsymabom (3 mr/kr kaxble 2 Hefie11) B perxMe MOHOTEPATIUH € OT-
menoit VICT. Ouennpanace fonrocpounas 6e30nacHoCTb U yCTOHYUBOCTD

Tabnuua. XapakTepucTuka NauMeHToB

appexTUBHOCTN NPOPUNAKTUKYM KPOBOTEUEHUH B yCIOBUAX MEPCUCTEH-
MU BHICOKUX TUTPOB unruburopa daxropa VIII (FVIII).

Peayabrater u obcysxaenue. 3a nepuopn Habaionenus: (CymMMmapHO
13,5 nauuenro-ner) tepanus smuuusymabom obecneunna sdpdexTuBHBbLI
KOHTPOJIb 3a00/1€BaHuUs, NIOJHOE OTCYTCTBME CIOHTAHHBIX M YKU3HEYTpO-
JKAIOLMX KPOBOTEYeHUH y BCex nalueHTok. Vamennscs xapakrep norpe6-
JIeHUsl TIPENaparoB LIyHTUPYIOWEro AeHCTBUS: UX [PUMEHEHHUE NepeLIo
us peskuma npocunaxtuueckoro (kaskablil 2-3-i 1eHb) BBefeHUs B pe-
>KUM Teparnuu 1o Tpebosanuio npu rpaBmax/smemaresnscrsax. Kiouesbim
HabJo/leHreM CTajla AMCCOLMALUST MEKAY JabOpaTopHOi aKTUBHOCTBIO
3aboneBaHUsl U KJIMHUYECKUM cTaTycom: oeKTUBHOCTh Tepanuu 3Mu-
1M3ymabom COXpaHsIach He3aBUCUMO OT KoJebaHuii TUTpa MHrUOGUTOpa
FVIII (12-19 000 BE). Hosbix curnanos 6e3onacHocT npu AJIuTeIbHOM
npumenenuu (no 5,5 ropa) y naumentox c I1I" ne saperncrpuposato, Tpom-
GoTuuecKkux COBBLITMI M CllydyaeB TPOMOOTMYECKOH MUKPOAHTMONATHH,
HECMOTPS HA OTSTOLEHHBII KOMOPOUAHBIA CTATYC U MEePUOANUECKOE COB-
MeCTHOE PUMEHEHHe C Ly HTUPYIOLUMU areHTamMu, He ObLIo.

3axmouenne. [loayuenHble faHHble CBUAETENBCTBYIOT O BO3ZMOXKHO-
CTH cMeHbI TepaneBTudeckoil napaaurmol B gevenun [1I. onrocpounas
npopuiakTUKa SMULUSYMabOM [EMOHCTPUPYET yAOBJIETBOPUTENbHBILI
npoduns addexTuBHOCTH M GE30MACHOCTH, TO3BOJSIOIIMNA PACCMATPH-
BaTh €€ KaK CTPATeruio JJIMTeIbHOro KOHTPOJIs 3aboeBaHus y NalMeHTOB,
He orsevatomux Ha VICT, B Tom uncie y naumeHToB ¢ 9KCTPEMAsbHO BbI-
cokum turpom unruburopos FVIIL. Omunusymab nossossier Tpancdop-
muposats [1I' B ynpasnsemoe 3abonesanue ¢ BO3MOXKHOCTBIO IPOBEAEHUSI
JIOMALLHEro JieueHUsl, AarKe eCJM 9pafuKallus MHIMOUTOpa He JOCTUIHYTa.

towenfipecs | Mol | Dvmma it | e | Boremsoos o | G oo
N 1 (45 ner) 2 kypca UCT, 6es sdpdekra 225961 09-0,5] 3,5 ropa Monotepanus (UCT otmenena)
N2 2 (55 ner) 1 kypc UCT, 6es adpdexra 12—19000 1 24-0] 5,5 ropa Movotepanus (UCT otmenena)
N2 3 (34 ropa) 2 kypca UCT, 6es apdekta 1740 — 0 — 4 (peunpms) 03—246—-62-391 4,5 ropa® Monotepanus (UCT otmeHena)

Mnbsicoa K.P.,, Kazakoea A.H., Kosees B.A., Matsees E.B., A6acos P.X., Macuan M.A., 3epkanenkosa E.A.

JUATHOCTUYECKHE ITOAXO/1bI K BBISBJIEHIIO KPUIITUYECKUX ITEPECTPOEK BCL11B B OCTPBIX JIEMKO3AX
DreyY HMULL ArOW um. Omutpus Poravesa» Munsgpasa Poccum

Beepenne. Ilepecrpoitku BCL11B onpepensior kiaace tak HasbiBa-
€MBbIX «HE3PEeJBIX JIEHK030B». VX BBISBIEHNE CTAHAAPTHBIMU METOAAMU
3aTPYAHEHO B CBSI3U C YaCTOW peajusalMedl uepe3 MEXaHM3MBbI 3aXBaTa
SHXAHCEPOB U OTCYTCTBUEM XUMEPHbIX TPAHCKPUITOB B OOJIBLIMHCTBE
Ccilyuaes. cexsennposanne (I1I'C)
KOMIJIEKCHBIH 1 HanboJlee 4y BCTBUTENbHbIA MOAXOM AJIsl A€TEK LM TAKUX
KPUITUYECKUX CTPYKTYPHBIX BADUAHTOB.

Iear paGorbl. OueHUTh MOJIEKYJISIPHO-TEHETHUECKUE XapaKTepu-
cruku nepecrpoek BCL11B, Bxmouas xaprupoBanue Touek paspbiBOB
U onpejeseHMe CHEKTPa IeHOB-NAapPTHEPOB, a Takke paspaborarbh peko-
MEeH/JALMHU [0 UX MOJIEKYJIs PHON AUarHOCTHKE.

Marepuanbt u meroppl. [lanuents: ¢ ocTpbiMu Jeiiko3amu, Npoxo-
puBmux auarnoctuxy 8 HMUWIL IIOM um. Amurpus Porauesa, Bxiio-
YaJIMCh B MCCJIEJOBAHUE TIPU HAJNYIMH [IOKA3ATEIbCTB CTPYKTYPHBIX M3-
menennii permona 14q32/BCL11B, soiasnennsix merogom I1I'C w/unn
FISH ¢ IHK-songom na paspsoie BCL11B. Bceero 6bLI10 [POaHAIN3H-
posano 38 06pasios oT 35 MALMEHTOB, BKJIOYAs TPU MNapbl MHUIUATb-
Hblil obpasen-peuuaus. [1I'C-6ubnnoTekn roToBMIN U CeKBEHUPOBAIU

TToanorenomuoe obecrneunBaer
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na nnargpopme DNBSEQ-T7 (150x2), ¢ meguanubim nokpoiruem 100x
u 98,7% renoma. Bripasnusanue mposoguau na GRCh38 ¢ momonutsio
BWA; crpyktypHsle Bapuantsl Boissasiau aaropurmom MANTA, npo-
cmarpusanu B IGV u nopreepsxpanu FISH.

Peayabrarnt u o6cyskaenune. [1I'C 6b110 Boinonneno ans 30 us 38
cllyyaeB, U CTPyKTypHble BapuanTbl, 3arparusatomine BCLIIB, 6buin
BBISIBJIEHbl BO BCeX MCCJeoBaHHBIX obpasuax. Kapruposanue rtouek
paspsiBa y nauuentos ¢ ganusimu [1T'C BeisiBuso ase ocHosHble 0bnactu
OTHOCHTEIBbHO caiita Haasa tpaHckpunuuu rena BCL1IB (pucynox):
1) yasrpanpoxcumansueiii downstream-kaacrep na paccrosuuu 0-45 kb
(GRCh38: chrl4:99 227 197-99 271 697), sxmwouaromuit 13/30 cnyuaes
(43%); 2) xpynubiii aucranbubiit downstream-kjacTep Ha pacCTOSHUU
410-1006 kb (GRCh38: chr14:98 266 197-98 862 197), sxarouatommit 17/30
cayuqaes (57%). OTu pucTanbHBIE 30HBI PA3PHIBOB PAHEE HE OMMCAHBI B JIU-
Teparype 1 pacrosloxKeHbl 4ajeKko BHe obnacTu oxBarta cranaaptabix FISH-
sonyo8 Ha paspsie BCL11B. O6a kiacca nepecTpoek Npoie MOHCTPUPOBa-
JIM 4ETKOE PAas/IMdMe B IAPTHEPCKUX JIOKYCax: 1) yJabTpanpoKcumanbHbli
KJIacC, AOMMHUpOBanu nepectpoitku ¢ yuyacrtuem 6q25.3 (10/13, 73%),



4TO COIVIACYETCs C BKJIIOYEHUEM PEryJsiTOPHBIX 9J€MEHTOB B I POMOTOP-
Hylo 06JacTh reHa; 2) AMCTAJbHbBINA KJIACC XapaKTepU3OBAJCsS YacThIM
srutouenuem 5q35.1 pernona (12/17, 73%), a raxske nepecrpoiikamu ¢ yaa-
cruem 7plb.2 u panee ne onucanubimu permonamu 16q24.1 u 12q13.13.
BonbumneTBo AncTanbHbIX TOYEK paspblBa

[NPUXOAMJIOCH HAa EAMHBIA OHXAHCEPHBIN

nomen 5q35.1, uro ykasbiBaer Ha oot

MeXaHU3M, CBA3aHHBIA C 3aXBaTOM CyTep-

suxancepa MEF2C/NSDI.
I[II'C co cranpapTHBIMM METOAAMM BbI-
SBUJIO CyILIECTBEHHOE JAMATHOCTHUYECKOE
pacxoxxaenue. Merogom FISH 6buin 06-
napyxensl 22/38 cnyuaes (568%), Briiouas
BCe yJIbTPalpOKCUMAJIbHbIE MEepecTPONKY,
HO He BBISIBJIEHO OOJIBIIMHCTBO AMCTATBHBIX
cobbrruit. I1I'C soisisun 30/30 poctynubix
asis aHanusa ciayudaes, Brawouas 16 FISH-
HEraTUBHBIX WJIM  HEJUAarHOCTHPYEMBIX
ciyuaes. Kapuorun umesn xpaiite HU3Kyto
yyscreuTenbHocts — 4/32 (12,5%) soisis-
JIEHHBIX CJLydas.

Cpasnenne

MPUNOXEHME 1

3axmouenne. Hanesxnoe Boissienune nepecrpoek BCLI1B Bosmosx-
Ho ¢ nomoutsio [1I'C; B pamkax pyTUHHOI MAarHOCTUKY st OOHapyKe-
HMS KPUNTHYECKUX U UCTAJIbHBIX HEKOAUPYIOUIMX COObITUI TpebyeTcs
pacupenue naneau FISH-sonpmos.

Puc. Cnextp paspsigos pervona 14g32.2/BCL11B. FISH song Ha paspbis BCL11B (Empire Genomics, USA)

Kanmsbikoea O.C.

AJJIOUMMYHUBALINS TEMATOJIOTMYECK X BOJBHBIX [IP TPAHCOY3UIX OPUTPOLIMTCOAEPKAIIMX KOMIIOHEHTOB
JIOHOPCKOY KPOBI

DIBY «HMUL, rematonornms Munaapasa Poccun

Beepenue. IlpearpancdysuoHHble MMMYyHOreMaTONIOrMYECKHE MUC-
CJIel0BaHUs, TPOBOAMMBIE (1 ¢ilro, HATIPABJEHBI HA MPEAYTPEKACHIE
MMMYHOJIOIMYEeCKON HECOBMECTHMOCTH JOHOPA U PELMIIMEHTa 1 1pU3Ba-
Hbl MMHUMU3UPOBATh PUCKM Pa3BUTHUSI MOCTTPAHC(YSUOHHBIX peaxiuii
u ocaokHenuit. Paseurue npenusnonnoii rpancdysuonorun okasbiBaer
CYLIECTBEHHOE BJIMSHME HA KOJIMYECTBEHHBIE M KAYeCTBEHHBIE CIBUTU
MPOLECCOB alJOUMMYHU3AUNN U PA3BUTHUS MOCTTPaHC(y3UOHHBIX peak-
LM 1 OCJIOKHEHUIA TPU MHOYKECTBEHHBIX TpaHCy3UsIX.

Ileas paGorbl. AHanNU3 NPEBEHTUBHBIX Mep MO CHUKEHUIO PUCKOB
ATMOMMMYHU3AIMM U TIOCTTPAHCHY3UOHHBIX TEMOJUTUYECKUX PeaKIUil
M OCJIOKHEHUIl y remartosorndyeckux 6osabHbix, nocrynusmunx 8 GI'BY
«HMMWML remaronorun» Munsapasa Poccun 3a mocinennue 5 ner.

Marepuanst u meroasr. DeHoTHIMPOBAHME SPUTPOLUTOB U OTpe-
JieJIeHNE aHTHAPUTPOLUTAPHBIX AJJIOAHTUTEN TPOBOJUIN METONAMU ar-
IIIOTUHALMY B resleBbix kapTax Bio-Rad u meronamu aaresun na reeppoi
¢dase Capture-R Immucor Galileo Neo. AnrucbiBopoTku u MOHOKJIO-
HaJllbHble PEAreHTbl K «PeJKWMM» rpynnam Kposu d¢upmbr Antitoxin.
YTouHsIOIEe TEeHOTUITMPOBAHUE TPYII KPOBU IPOBOAMJIN METOAOM Ce-
kBenuposanus no Canrepy.

Peayabrars: u o6cyskaenne. 3a nocaennue 5 ser 8 OI'BY HMUIL]
remaronorun» Munsapasa Poccuu 6vino nposeseno oxoso 30 Twicau
tpancdy3auil SpPUTPOLUTCOAEPIKAIMUX KOMIOHEHTOB IOHOPCKOI KPOBU.
85% Bcex npeaTpancdy3MOHHBIX COBMEILEHUH NPOBOAUIOCH B yCIOBHU-
X MMMYHOreMAaTOJOrHYeCcKoil 1abopaTopuu, UTO MO3BOJIUIJIO MOJHO-
CTBI0 UCKJIIOUUTb PUCKU OCTPBIX IEMOJUTUYECKUX MOCTTPAHC(Y3UOH-
HBIX Peakiuil 1 0CHoXHeHit. AHAIN3 CrienUpUIHOCTH HEPeryIsPHBIX
AHTMIPUTPOLUTAPHBIX aJloaHTuTes, nocrynaiowmux B Llentp, orpa-
skaetT obume renpennuu B Poccun B 1e10M U XapakTepusyeTcsl yBesu-
YeHMeM JOIM aJJOMMMYHUSMPOBAHHBIX [EMATOJOMMYECKUX OOJNBHBIX
no cucremam: Kuan, Jdabdbu, MNS, npu coxpanenHun oTHOCHTENBHO
BBICOKOTO MHJEKCa a/JVIOMMMYHH3aLMU [eMaTOJOTMYECKUX OOJIBbHBIX
B IIOCJIE[HME FOABL U 3a cueT ajsoaHturea aHtu-Pesyc m antu-Kemnn
(pucynox). I1pu aToM MHAEKC AIIOMMMYHN3ALMN Y T€MATOIOTMIECKUX
GosbHbBIX 3a 5 JleT CHUBMJICS B/ABOE, HO B MOCJEJHUE TPU I'OAA yAepPIKH-
Baetcsi okoJo snauenus 1. [{na dopmuposanus «xoasuero 6anka kpo-

su» (WBB — Walking Blood Bank) PeAKMX I'PYIII KPOBH MPOBEAEHO

mupokoe denorunuposanue 300 KagpoOBBIX FOHOPOB MO CHCTEMAM:
Kunn, Haddu, MNS, JTorepan, Jlesuc, P1. 311 nonopsr npusnexatorcs
K loHanuu «no tTpebosanuio». [lokasano, uto reHoTunuposanue ¢ Mo-
mowpio ceksenuposanuss JJHK nonopos no Conrepy umeer Gourbiroe
snauenne pas yrounenust ABO u pesyc npunamnexxnocTn, a taxske
npu Xumepusme y peuunuenrta. [eHoTUnMpoBaHue Tak)Ke MOXKET ObITH
UCHO/B30BAHO AJISL onpesiesienus: nonumopgusma no cucremam: Kupnp,
Iladp(bn, MNS, u B HamMX MCCIELOBAHUAX COOTBETCTBUE MEXKAY CEPO-
Jornveckum peHOTUNHPOBAHUEM U FEHOTUIUPOBAHUEM 110 OTUM CUCTe-
mam cocrasasiao 100%.

3axmouenne. Dokyc asnoMMMyHMBALUMM NP MHOXKECTBEHHBIX
TpaHcgysUsIX SPUTPOLUTOB, NOAOOPAHHBIX 10 OCHOBHBIM TpaHCQy3UOH-
HO OIIaCHBIM AHTUT€HAM, CMEIAETCSl B CTOPOHY «PeAKHX» CHCTEM IPyIII
kposu uenosexa: Kunn, [ladbdbu, MNS, uro TpeGyer monbopa mo stum
annocnenuduunocrsaim. opmuposanue us kaaposbix gonopos WBB —
«XOpis14ero GaHKa KpoBW» peAKuX (PEHOTUIOB — BaskHO AJsl obecreve-
HMS MMMyHOJIOrMueckoii Gesonacuocru rpancdysuii. [enorunuposanue
1O PeKMM CUCTEMAM Py KPOBM MOYKET ObITb UCMOIb30BAHO B KAYeCTBE
aJIbTEPHATUBbI CEPOJIOTHYECKOMY TECTUPOBAHUIO.

Puc. CneunduyHOCTb AHTUIPUTPOLMTAPHBIX CQIINOQHTMUTES, BbISIBAIEHHBIX Y re-
MATONOTMYECKMX BONbHBIX
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Kapnoea O.B.!, Ayxauuna O.4.', Babywkuna A.N.!, Moxxepuh tO.B.2, Jleicenko M.A.', Broperko B.U.!, Maitoposa O.A2

MN3MEHEHUWS B COOMOAEMOTPAOMYECKOM ITOPTPETE IOHOPA KPOBU: PETPOCITEKTUBHBIN AHAJIN3 2014-2024 I'T.
'TBY3 «MKHWLL Bonsrnua N2 52 [13M»; 2O00 «ETCUDPM»; *OTAQY BO «PHUMY um. H.M. Muporosa» Munsapasa Poccin

Beepenne. [noGanbubiii poct norpebHoctu B TpaHcdysuosornue-
ckoit oMoy Ha QoHe coXpaHsIOmerocs AucOaTaHca MesKay obbemamu
3arOTOBKM KPOBU U ee kauHuveckum norpebaenuem (BO3, 2023) nenaer
ycroitunsoe (yHKIMOHMPOBaHHUe CIy>KObl KPOBU PUOPUTETHOI 3a4aueit
snpasooxpanenus. [lemorpaduueckue usmeHeHus: — crapeHue Hacele-
HUS U CHUYKEHHE BOBJIEYEHHOCTH MOJIOAEKH — OKAa3bIBAIOT MPSAMOE BJIHS-
HME Ha CTPYKTYPY U Hale)KHOCTb AOHOPCKOTO ILyJa.

Iens paGorsr. [IposecTu peTpocnekTHBHBIN aHAIUS3 ANHAMUKY BO3-
PaCTHOrO U TeHIEPHOro COCTaBA IOHOPOB, & TAK’KE OLEHUTH JOSIBLHOCTD
PasiIUUHBIX AemorpadpuyecKux rpyI Mo AAHHBIM OT/eTeHUs TepeauBa-
nus kposu 'BY3 «MKHUL Bonsunua Ne 52 I3M» za 2014-2024 rr.

Marepuanbt u meroabl. BbimonneH KoroprHblii aHanin3 AaHHBIX
U3 aBTOMATU3MPOBAHHON MHPOPMALIMOHHOI cUCTEMBI TpaHCy3UOIOrMK
(AUCT). IlpoananuanposaHbl faHHBIE IO yHUKAJbHBIM JOHOPAM C pas-
GuBKOIl 1o mosty U wecTH BodpacTHbM rpynnam: 18-25, 26-30, 31-35,
36-45, 46-55, 5699 ner. B xauecTBe noxasareist JOSIIBHOCTH UCIIOIb30-
BaHa J10J151 MOBTOPHBIX N0HOPoB. CraTucTUyeckas 3HAUMMOCTD PA3IUYMI
MeXAY My’UYMHAMH M >KEHIIMHAMMU OLEHMBAJach C MOMOLLbIO MaPHOrO

Puc. 1. OuHaMMKa BO3PACTHOM CTPYKTYpbl AOHOPOB (abcomoTHbie uucnal),
2014-2024 rr.

Puc. 2. TenaepHoe cooTHowewmne goHopos (2014-2024 rr)

t-kpurepus Croionenta (p < 0,05). O6paborka u Busyanusanus faHHbBIX
BermoaHensl B Microsoft Excel.

Pesynbrate! u o6cysxpenune. 3a 10 ner nabaonenus npousoren xap-
AVHAJbHBIA CABUT BO3PACTHON CTPYKTYPbI JOHOPCKOIO KOHTHHIEHTA: A0MU-
HMpylolas rpynna cmectuiaacs us kareropuu 18-25 ner (28,3% s 2014 r.)
B Kareroputo 36—45 net, nons koropoii k 2024 r. cocrasuna 30,9% (abcomror-
b1l poct Ha 360%). Habnopanocs Takske s3HaunTebHOE yBeaMYeHUE YMCIA
nouopos craptue 45 ser: na 194% B rpynne 46—55 ner u na 129% — B rpynne
56-99 ner (puc. 1). Beisisien noaHbIil pasBoOpoOT reHAEPHOr0 COOTHOLIEHMS:
ecsu B 2014 r. sxenmunst cocrapnsau 54,4% nonopos, o k 2024 r. ux pons
coxparuiacs 10 41,1%, B To Bpems kax noss myskuuH Beipocaa ao 58,9% —
MaKkCUMaJIbHbIH renpepblil paspois 3a 10 ner (+17,8%). Ilepuon nanpemun
(2020-2022 rr.) ycunun o6muii poct uMcIa AOHALMIH, HO He U3MEHUII JI0JIrO0-
cpounbie nemorpaduueckue Tpernas (puc. 2).

Ananua no nomny nokasaJ:

- CpeAM JKEHIIMH — BBIPAXKEHHBI OTTOK MoJoAexu (CHMIXKeHHe
na 20,8% B rpynne 18-25 ner k 2024 r.) u koHueHTpauus KOHOpCTBA
B rpynnax 3655 ner;

- Cpeau My>UUMH — ycToitunsblii poct Ha 237% 3a 10 net, bopmuposa-
HUe siipa AoHOpCTBa B Bogpacte 31-45 net u Boicokas cTabuabHOCTD Beex
BO3PACTHBIX IPyIIIL.

KunioueBbiMm mnokasaresnem yCTOMYMBOCTH BBICTYNMJIA JIOSTBHOCTB:
J0JIsI IOBTOPHBIX JIOHOPOB CPeAM My>X4MH B Bodpacte 18-565 ner pocro-
BepHO HpeBbllaa Takosyto y skernmuH (p < 0,05). Haubonpumnmit reHjep-
HbII PaspbiB B JIOSJIBHOCTH OTMedeH B rpynnax 26-35 aer (+4,7-5,1%).
B rpynne 56-99 ner pasnnuuns okasaanch CTATUCTUYECKN HESHAYMMBIMHU
(puc. 3).

3akiouenne. AHa/IU3 AMHAMMKY FeHAEPHO-BO3PACTHON CTPYKTY Pbl
AOHOpCKOro koHTUHreHTa 3a Aecsaruierre (2014-2024 rr.) BeisiBua ycroii-
YUBOE CTapeHWe U TeHepHYI0 TpaHC(OPMALHUIO MyJa JOHOPOB, UTO CO-
OTBEeTCTBYeT MUPOBbIM TeHaeHuusam. Myskuuner B Bospacre 31-45 ser
cocTaBIA0T Hanbosee HAaleKHOE U JIOSILHOE SIAPO JOHOPCKOIO KOHTHH-
renra. B 1o e Bpems eHCKMii JOHOPCK U KOHTUHTEHT, 0COOEHHO B MOJIO-
AbIX BO3PACTHBIX IPYMNNax, JeMOHCTpUPyeT HecTabuibHocTs. [lanpemus
COVID-19 okaszana nuub BpemeHHbIi KaTaauTuyeckuii a¢dext Ha poct
JIOHOPCTBA, He U3MEHUB BBISIBJIEHHBIX JeMorpadpuueckux TpeH/0B.

Puc. 3. CTaTMCTUYECKMI QHANM3 AONMM MOBTOPHBIX AOHOPOB CPEAM MYXUMH
W XeHIWmH (cpeaHue sHauenms sa 10 ner)

Kawnakosa A.N.", fipokos M.IO.!, ®upaposa 3.1."%, lopetkosa JI.I!, Cypumora B.A., Tpounukas B.B."?, Maposuunukosa E.H."?

KOHAMIMOHNPOBAHUE C BKJIIOYEHMEM BBICOKUMX 103 AELIMTABMHA 1 TIOAAEPXKMBAIOIIA A TEPAIINA TPAHCOY3USIMU
JUMOOLMUTOB TOHOPA ITPY TPAHCIIIAHTAIIMN AJUVIOTEHHBIX TEMOIIOOTUYECKUX CTBOJIOBBIX KJIETOK ¥V ITAIMEHTOB
BHE PEMUCCHI OCTPOI'O MUEJIOMTHOI'O JIEMKO3A

'®DrBY «HMULL rematonormms Munsapasa Poccuu; 2OTBOY BO «Poccuiickuit yrnsepcutet meanumts» Munsapasa Poccum

Beenenue. [Ipubnusureasno 10-40% nauuenTtos ¢ octpsimu muesno-
unabimu netikozamu (OMJI) okasweiBatorcs pedpakrepHbiMu K Tepanuu.
EnuncTBeHHON NOTEHIMANBHON BO3ZMOMHOCTBIO U3JEUEHUs] Y TAKUX Ma-
LMEHTOB SIBJISETCSl TPAHCIUIAHTALUS AJUIOFEHHBIX TeMOMO3THYECKUX
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crBoaoBeix kiaetok (awno-TT'CK), onnako anno-TI'CK y naunenros Bue
pemuccun OMJI npu ncnonbzoBaHuM TUMOBBIX TOAXOROB HeaddexTus-
Ha. BosmosxHbIM perrennem npobiemsl npencrasisercs paspaborka Ho-
BBIX oaxomoB k asno-TT'CK.



Ieas pa6orsr. Mayunts adpdextunrocTs n besonacHocTs npumene-
HMS KOHAMLMOHMPOBAHUS C BKJIOYEHHMEM BBICOKHMX 03 JeuuTabuHa
(MegaDAC) u noaaepskusaroieit repanuu Tpancdysusmu 1umponuTos
nonopa (TJI) npu anno-TI'CK y nanuenros sue pemuccnn OMIJL

Marepuannst u meropsl. [Ipeanonaraercs, 4ro noreHuuaabHoe feii-
cTBUe fenuTabuna — ycusnenue opdexra «TpaHCIIAHTAT IPOTUB JeiKo-
3a» 3a CYET AKTUBALUY OKCIPECCUM AHTHOHKOI€HOB M AHTUIE€HOB Ha I10-
BEPXHOCTH OILyXOJIEBBIX KJETOK, & TAK)KE YCHJEHHUS LUTOTOKCHIECKOTO
neficteus Oycynbdana. [lpensaraemplii HAMH MPOTOKON MpPeACTaBISET
mopuduuuposannyio sepcuio nporokosa NCT03799224, noapasymesa-
IOIEr0 BKJIOYEHUE B KOHAMIIMOHUPOBAHHE
6aoxa MegaDAC (sa 2 aus) u 6a0ka nura-
pabuna B cymmapHoii fose 8 r/m? (3a 2 aus).

Wrorosass cxema KOHAMLMOHMPOBAHUS
U NpOoUIAKTUKY PEaKLUU «TPAHCILIAHTAT
nporus xossuna» (PTIIX) npencraBnena
na puc. 1. Ilpodunaxruky pennausos no-
cne amno-TT'CK ocywecrBasan nocpen-
crBom TJII kasknpie 7 nHeit HauuHas ¢ +7
aus nocie amno-TT'CK. B nporokon 6buio
BKJII0UeHO 5 malueHToB ¢ pedppaxTepHBIM

reuenvem OMJI.
Pesyabrarer u chy)KneHne. Bee Puc. 1.
nauuenTtsl nepenecau Omok  MegaDAC

YAOBJETBOPUTE/IbHO, 0€3 HeKeJlaTeabHbIX
aBaeHuit. Y BceX 5 NMallMeHTOB, BKJIIOYEH-
HBIX B aHaams, K +28 [HIO OBLIM IOCTHUT-
HyTbl nonHaa pemuccus (ITP) n npuskns-
JeHue TpaHcmiaHrara, y 4 — NOJHbIN
AOHOpCKMI xumepusm, y | — cmermaHHbIi
xumepusm 93%. Ilnan sBenenms TJIJL (1
pas B 7 fHe#H ¢ +7 AHS, MUHUMYM O BBesie-
HMIii) ObLI BBINOJIHEH JULIDb y 2 NALMeHTOB,
y 3 naumentos TJIJ] 6bi1m npuocranos-
JeHBl Tocae 2—3 BBeleHWI B CBSI3U C pas-
sutuem oPTIIX (xoxwu, kumeunuxa). ¥ 3
M3 5 mauueHTOB B mepBble 3 Mecsua pas-
suicst peunpus OMJL, 1 nanumenrxa na-
6aronaercs B [1P na cpoke nabaonenus +3
mecana, | — Ha cpoke +] mecsan (puc. 2).
Wcexonnwiit nporokon NCT03799224 6Goin

neunrencupuumposan (uckiouen 6ok Puc. 2. Pesynbratsl anno-TICK

MPUNOXEHME 1

LIV[Ta,Pa6]/IHa,) B CBA3U C l‘lOTeHLLl/la.anOf/i TOKCUYHOCTBHIO KOM6VIHa,LU/lV[
MegaDAC+uurapabun, ofHako MoLyueHHble HAMM pe3yJbTaThl CBUJE-
TEJBCTBYIOT O Hel0CTaTOuHOH addekruBHOCTH ToMbKO nib MegaDAC.
TJI/I rax:xe He okasaam BUAMMOrO MPOTUBOOMyXoJeBoro addexrra.

3akarouenune. Xorsa KoHAMLMOHUPOBaHMe ¢ BrIoueHnem MegaDAC
HPO/IEMOHCTPUPOBAJIO CBOIO GE30MacHOCTb, TEKyllas BepCHsl POTOKOJA
(B Tom umciae nognepskusaromas tepanus TJI/]) nokasana memocrarou-
Hyio adpdextusnocts. Heobxonuma monuduxanus mpeaosxeHHOro nos-
XOJla € LeJIbI0 YCUJIEHN S TPOTHBOOIY X01eBOro addeKrTa 1 CHUKEHUS Be-
posiTHOCTH pasBuTus penuansa nocie anao-1'CK.

Cxema npotokona (koHauunonnposamnme «MegaDAC+Flu180+Bu8», npodunaktuka PTMX «PT-
Cy25+CSA*MMF» u npodunakTika passutus peunansa TJ1[1)

Kupunenko A.H., Motsiko E.B., Kyctosa [1.B., lennanen U.B., Usanoea K.A., Tept T.H., Eppemosa E.B., MapTbiHkesny 1.C.

MYTALIH B TEHAX QIIUTEHETAYECKON PETYJISLIMU KAK KJIFOYEBOM KOMIIOHEHT MY TALTMOHHOI'O JJAH/IIIAGTA
Ph-HETATHBHBIX MUEJIOITPOJIUOEPATUBHBIX HOBOOBPA3OBAHMI

DIBY «PocPHUNTT DMBA Poccum»

Beegenne. Ilpu Ph-neratusnbix muenonponudeparususix HOBooG-
pasoBanusax (MIIH) momonnuTenbHble reHeTHYeCKME HApPyLIEHMS, OCO-
6eHHO B redHax 3““FeHeTM'—[eCKO]‘/"l per‘yJTHLII/IVl, MOFyT 3HAYUTEJIbBHO BJIUSTH
Ha TeueHue u nporuoa. VIx snauenue npu pasnmuunsix popmax MITH ocra-
€TCsl HEIOCTATOUHO U3y YEeHHbIM, OCOOEHHO C yUeTOM PeKHUX SIUIeHeTHe-
CKMX BaApPUAHTOB, BBISBIAEMbIX TOIbKO npu pacumpennom NGS-anannuse.

Ieas paGorbr. OueHuts YACTOTY OMUreHETHYECKMX MyTalMi
npu MITH u ux cBs3b ¢ KJIMHHMKO-TeMaTOJOrMYECKUMU XapPaKTePUCTHU-
KaMU ¥ UCXOIaMH.

Marepuanst u meropsl. B nccnenosanme Braioueno 176 naumen-
tos: AT (1 = 52), UIIT (2 = 49) u [IMD (n = 75), 19-88 ner (Me = 54).
Hns Bcex nanuenTos 6but0 BeimosHeno NGS na manmenu us 118 renos
(VAF 3%). @yHkuuio reHos onpesesiu ¢ nomowsto 6as nannsix KEGG
u GO, a xkaunuueckyio snauumocts mytaumit — COSMIC u Franklin.
Craructuyeckunit ananus sraovan kpurepun Manna — Yurau, X2 u me-
ton Kannana — Meitepa.

Peayabrarnt u ob6cysaenne. MyTauun B reHax snureHeTHdecKon
peryasuuu (I'OP) (mernnuposanne DNMT3A/TET2/IDH1/IDH2; xpo-
marun ASXL1/EZH2/PHF6/EP300/SUZ12/ATRX/CREBBP) serpeua-
aucs ¢ pagnuanoit uacroroit: T — 17,3%, UTT — 22,4%, TIM®D — 40,0%
(x> = 10,1; p = 0,006). Myrauuu B I'OP accouunposauucs ¢ 6onee crap-
wum sBodpactom npu AT (47 vs 71, p = 0,007) u UIT (50 vs 62, p = 0,005),

Ho He npu [IM® (56 vs 56,5 ropa, p = 0,31). Ilpu srom myranuu 8 ['OP
yxyawaau BepkuBaemocTs Toapko npu [IM® (OB p = 0,0013; BIIB p =
0,013). Bo Bcex xoroprax mytauuu B I'OP acconuuposanucs ¢ Gonbueii
myraunonHol Harpyskoit (p < 0,001). Oro ykasbiBaer Ha TO, 4TO KJIOHBI
¢ myranuamn ['OP xapakrepusyiorcsi Golsiee CIOKHBIM FeHETHUECKUM
npoduiem M HAKOTJIEHUEM JOTONHUTENbHBIX MATOTEHHBIX M3MeHeHMUIL.
Hannaue myranmit B 'OP accoumuposanocs ¢ namenenusimu B nokasa-
teasx kposu y nauuentos ¢ [IM®D u OT. ITpu [IM® myranuun ['OP acco-
nuuposaauch co cuuxenuem Hb (90 vs 104 v/n; p = 0,015) u PLT (269 vs
665x10%/1; p = 0,003); Ger1a oTmeuena Tennentus k camxenuio RBC (p =
0,052). ¥ nanuentos ¢ OT yposens Hb Gbi1 nuske y nanuenTos c anure-
nernueckumu myrauuamu (109 vs 138 r/n; p = 0,040), camoxenst RBC (p =
0,049) u Het (p = 0,041). [Tpu IIM® cnnenomeranus Bcrpeuasach yaiie
npu mytauusx B L'OP (75,0% vs 32,6%; p = 0,0004), npu VI1 u OT ceasu
c opranomerasueii obHapyskeHo He GbLIO.

3aximouenne. [Ipumenenne pacinpeHHoON NaHe U CeKBEHUPOBAHUS
HO3BOJIMJIO TIyGOKO OXapaKTepU3OBAaTbh SIUCEHETHUEeCKUil naHamadT
MITH u BeIBUTB Kak KJIaCCHYECKUE, TAK U PEAKHE, pAHEE IPAKTUYECKH
HellOCTyngle A PyT]/IHHO]‘/Jl JANATHOCTUKU MyTaLU/IV[. BHMFeHeTVI'—leCKVIe
HapyLIeHUs IPOAEMOHCTPUPOBAJIN BbIPAYKEHHYI0 HO30JIOTMYECKYIO CIIe-
H1PUKY M OKA3aINCh TECHO CBA3aHBI C BO3PACTOM MALUEHTOB, 0COOEHHO-
CTAMM KJIMHUYECKOTo (PeHOTHUNA U yBETNUeHIeM MY TAIIUOHHOI HATPY3KH.
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Haubonee snaunmoe xnuuuveckoe Bausinue otmedeno npu [IMD, rae
MyTalM¥ B FeHaX 3MUTIeHeTUYeCKON PeryJIsiii aCCOLUUPOBAINCh C aHe-
mMue, Tp0M60111/1ToneHI/IeI‘/'I, BBICOKOM 4YaCTOTOM CIJIEHOMEraJuu U [10-
CTOBEPHBLIM YXyJANIEHUEM obweit 1 GecrporpeccHBHO BbI’KHUBAEMOCTH.

[onyuennsle naHHbIE TOXYEPKUBAIOT KIKOUYEBYIO POJIb AIMUI€HETHYECKUX
HapyuleHuil B (POPMUPOBAHUM GUOJIOrMYECKOH CJOKHOCTH M Hebaaro-
npustHoro teuenus MITH u gemoncrpupytor Heobxoaumocts ux yuera
NpM MOJIEKYISPHOH cTparuduKaIy NALUEHTOB.

Kucnosa M.U.}, Ueanosa M.O.%, Canaxeesa E.1O.3, Moxapckui E.[.4, Mutnna T.A.°, bepeanna O.B.6, Bonkoea C.A.7, Kyuma Ib.5,
Camapuna C.B.?, Xycannosa H.'%, Tammepwmmnar O.C."", Upiranok T.H.'2, Nlateinoea A.A."}, Xypaekos A.B."*, Anekceeea [1.B.”%,
Oy6os B.C.'S, Kyaunosa M.10."7, Oeptoxmnna K.C."8, 3ununna E.E."’, Baxtura B.M1.2°, Nlio6uenko M.A.?", Ycankun U.C.22, Mypsabekosa M.A.%,
Mapteitoea tO.M.%4, Kagen M.B.2%, Komapuesa E.H0.2, Crapukoea E.B.?, Banuk T.E.?8, Muckynosa M.C.2% Mrywkun B.B.", Hukntun E.A

OOOEKTBHOCTD BEHETOK/JIAKC-COAEPKAIINX PEXXMMOB ¥V IIAIMEHTOB C PEHUANWBOM XPOHNYECKOT'O
JIMM®OJIEMKO3A TIOCE XMUMUOMMMYHOTEPAIIM: IAHHBIE MHOTOLIEHTPOBOT'O MCCJIEOBAHMS B POCCUH

TBY3 «MMHKL, nm. C.N. Botkura A3M»; 2OIBOY BO «MCIBIMY um. W.M. Masnosa» Munaapasa Poceuu; *TKB N2 52 13M; “TBY3 «MMKLL Kommyrapka» I3M; *TBY3 MO «MOHMKM

um. M.@. Bnagummpckoros; “@IBOY BO «HIMY» Munaapasa Poccuu; “OTBEOY BO «[MUMY» Munsapasa Poccuu; EOTBEQY BO «OPIMY> Munsapasa Poccuu; “®IBYH «KHUMTATK DMBA
Poccumy; '°TAY3 «Pecnybnvkanckuit knunuyeckuit orkonorudeckuit aucnarcep um. npod. M.3. Curana» M3 PT. "OTAY3 «JTomckas obnacTHas knnHmueckas 6onsruuay; '2[bY3 «Caxanunckas
obnactras knunnyeckas 6onbHnuay, I6Y3 PKB M. [T Kysatosa; “TAY3 «bpsnckas obnactras 6onbhmua N2 1»; PTEY3 90 «Pubunckas obnactras 6onbHiua N 15 TBY3 «Kpaesag knumu-
yeckas Gonsrnua N2 25 VKIBY3 «Kpaesas knunudeckas Gonsruuay; '8IY3 «3abarikansckuit kpaesoil onkonorudeckuii gucnancep»; ’bY XMAO-IOrpu «CypryTckas okpyxHas knnHudeckas

Gonbruuar; “°KIBY3 «KpacHospckuit kpaesoit knnHmueckuit onkonorieckuit aucnarceps; 2 FbY3 Hensbunckas obnactras knumnyeckas 6onbHnuay, *2[BY3 «Llentpanshas ropoackas 6oms-

nuua N2 7» 2IBY3 CK «Craspononbckmii Kpaesoi knnmuueckuii onkonoruyeckuii aucnanceps; *IbY3 «Kpacrnopapckuit onkonorudeckuit aucnarcep N2 1> ’I'bY3 «Bonrorpaackuit obnactHol

KNWHWYeCKuit orkonornyeckuii aucnancep; 2IbY PO «Poctosckas obnactras knunnyeckas 6onbrnuar; *TbY3 «Onkonornueckuii aucnancep N2 2» Munsgpasa Kpacropapckoro kpas; 2®rbY

«HMUWL, onkonorum um. H.H. Broxuna» Munaapasa Pocenm; 2’@IBY «HMULL rematonorm» Munaapasa Poccim

Beepenne. Benerokinaxc-coneprxaiune pexumsl asisiorcst a¢pex-
TUBHOM ONIMeil Tepanuu y NALMEHTOB ¢ XPOHUYECKUM JUMQONEHKO30M
(XJ1JI) B peunmpuse nocne xumuoummynorepanuu (XUT), srarouas
GOJIBHBIX C HeGJIArONpPUATHBIMU OHOJOTMYECKUMM XapaKTepPUCTUKAMHU.
OpHako faHHbIE peaIbHOM KIMHUYECKOH IPAKTUKH O JOJITOCPOYHBIX UC-
XO[aX U CPABHEHUU PA3IMUYHbBIX BEHETOKJIAKC-COAEPIKALIUX CXEM OCTAIOT-
CSl OrpaHMYEHHbIMU.

Iens paGorer. Ouennts 3¢exTHBHOCTL BEHETOKIAKC-COEPKALIUX
pexxumos tepanuu y nanuentos ¢ XJIJI B penunuse nocae XMT B yeio-
BUSIX peasibHOl KJIMHUYECKON mpakTuku B Poccun.

Puc. 1. Becnporpeccusras BbixnBaemocTs

Puc. 2. O6wwas BbIXMBAEMOCTD
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Marepuasnsr n meroasl. B perpocnektuBHbIN aHanu3 BKiIoYeHsl 260
nanuentoB ¢ XJIJI, momyuaBmmx BeHeTOKJIAKC-COmEpIKALUE PEIKUMBL
B peunause nociae XNT. [Janubie 6b111 cobpanst us 32 uenrpos 29 peruo-
nos Poccun (rabnuua). Beneroknake npumensicst B Buse MOHOTepanuu
(VenMONO, 1 = 82) B xombunauuu c obunyrysymabom (GVen, n = 78)
unu putykcumabom (RVen, n = 104). Ananusuposanuce obuias sbi>kusa-
emocts (OB), 6ecnporpeccusnas soiskusaemocts (BI1B), Bpems no orme-
upt repanuu (BIOT), a Takske BiusiHue KAMHUYECKUX U GUOIOrMYECKUX
daxropos na BITB.

Peaynbrarel u o6Gcy:xpaenne. Mennana Bospacra cocraBuia 64
roga (pasbpoc 26-86), myxuunnl — 72% (trabauua).
Bo/nblIMHCTBO — NaLMEHTOB MMM  PaclpOCTPaHeH-
Hylo craguio 3abonesanust (Binet B — 59%, C — 35%).
He6narompustasie 6uonorundeckue hbakTopsl BCTPeYa nCch
qacro: genenns 17p BoiaBaeHa y 26,2% nauneHTos, Hemy-
tuposanubiii IGHV — y 60,2%. Mennana uncna nuunit
tepanuu B anamuese cocrasuaa 2 (1-10). Kaunnuecxne
XapaKTEPUCTUKM OBUIM B LIEJOM COHOCTABMMBL MEKAY
IpyTIaMy TEPANNY, HECMOTPSI HA PA3JIN M IO OT/AETbHBIM
nuToreneTuyeckum napamerpam. Ilpu meauane nabarone-
nus 19,3 mecauna mepuana OB u BIIB pna Beeit xoroprst
He Gbuna gocrurnyra. Meauana BIIOT cocrasuna 24,7 me-
CAlla, YTO OTPAYKAET NPEUMYIeCTBEHHO (PUKCUPOBAHHYIO
[JINTEIBHOCTb TEPAlMU U MJaHOBblE OTMEHbI BEHETOKJIAK-
ca. Ilpu ananunse no cxemam repanuu meaunana OB u BITB
He GbL1a gocturnyTa Bo Beex noarpynnax. BITB (p = 0,021,
puc. 1) u OB (p = 0,043, puc. 2) 6b111 3HaUUTENBHO BbILIE
y nauuenTos Ha tepanun GVen, uem RVen, npu orcyrcrsun
CTATUCTUYECKY 3HAYMMBIX PA3IMYUil B JPyTUX IONaPHBIX
cpasHenusix. B noarpynnosom ananuse bIIB He BeisiBneno
pasanuMii B 3aBUCMMOCTH OT Haiuuus aeneuuun 17p, cra-
auu no Binet u ECOG. B 1o sxe Bpems neGnaronpusruoe
sausuue Ha DIIB oxasbiBanu nemyruposanHblil craryc
IGHV (p = 0,029), nanuuue bulky-numpanenonaruu (um-
doyann 6onee 10 ecm) (p = 0,0058), 6onee 1 nunuu repanun
no senerokaakca (p = 0,00037) n xomnuexcHblit kKapuoTun
3 u 6omee (p = 0,025).

3akmiouenne. Benerokmakc-comepikamme peskMMBbI
NeMOHCTPUPYIOT BBICOKYI0 3P QeKTUBHOCTb Y MalueHToB
¢ XJUJT B peunpuse nocne XNT, sratouast GonbHbIX C He-
61arONpPUSITHBIMU LIUTOMEHETUYECKUMU U MOJIEKYJISIPHbIL-
MU xapaxkTepuctukamu. B nmoarpynnosom ananamuse cxem
tepanun kombunauus VenG accouuuposanach ¢ Gosee
soicokoit BIIB n OB no cpasuenuio ¢ VenR. [oayuenusie
JaHHble TIOATBEPIKAAIOT yCTOHUUBY0 dddexTuBHOCTD Be-
HETOKJIAKCA B PeaJIbHOW KIMHMYECKOW NMPAKTUKE M TOf-
YEePKUBAIOT HeOOXOAMMOCTh AAJBHEUIINX MCCIIELOBAHUI
[J1s1 ONITUMHU3ALMY BbIOOpa CXEMBI JIeUeHUS! B 3aBUCUMOCTH
OT KJIMHUYECKOTO KOHTEKCTA.



Tabnuua. XapakTepucTuka NaLMeHToB

MPUNOXEHME 1

XapakTepuctiku Bce nauuenTsi VenMONO GVen RVen p
Bcero nauneHTos 266 82 78 104
Meanara sospacta (pasbpoc) 0(0-0) 0(0-0) 0(0-0) 0(0-0) 0,605
MyXunHbl/XeHWHHBI 192/74 63/19 52/26 75/29 0,359
Cragmsa no Binet — A 13 (5%) 5(6%) 4(5%) 4 (4%) 0,586
Crapms no Binet — B 154 (59%) 48 (59%) 39(53%) 67 (65%)
Crapus no Binet — C 91 (35%) 28 (35%) 29 (40%) 32(31%)
ECOG 0-1 0(0%) 0(0%) 0(0%) 0(0%) 0,405
ECOG 2 44 (85%) 16 (76%) 7 (88%) 20 (91%)
ECOG 3 8 (15%) 5(24%) 1(12%) 2(9%)
Mepapxuueckas untoreHetndeckas rpynna pucka — feneuns 13q 12/110(10,9%) 5/32(15,6%) 7/42 (16,7%) 0/35(0,0%) 0,002
Mepapxuueckas uutorenetuyeckas rpynna pucka — feneuus 11q 13/99 (13,1%) 2/29 (6,9%) 10/40 (25,0%) 1/30(3,3%) <0,001
Mepapxudeckas uutoreHeTudeckas rpynna pucka — Tpucomus 12 8/87 (9,2%) 3/25(12,0%) 4/37(10,8%) 1/25 (4,0%) 0,245

Mepapxuueckas uutoreneTuyeckas rpynna pucka — Heneuns 17p 53/202 (26,2%) 19/62 (30,6%) 15/64 (23,4%) 18/74(24,3%) 0,603
Hewmyruposannsiit IGHV 160/266 (60,2%) 50/82 (61,0%) 49/78 (62,8%) 60/104 (57.7%| 0,772
Mccneposatue kapuotuna — 0-2 HapyweHus 56 (81%) 12 (80%) 20 (74%) 24 (89%) 0,07
Mccneposanme kapuotuna — 3-4 Hapywenus 5(7%) 0(0%) 2(7%) 3(11%)
Mccneposarue kapuotuna — 5 v 6onee HapyLeHmi 8 (12%) 3(20%) 5(19%) 0(0%)
Meanaka nunmit 8 anamuese (pasbpoc) 2(1-10) 2(1-10) 2(1-6) 2(1-7) 0,062
Menuara mec. Habnioperns (pasbpoc) 645,3 6439 646,4 644,7 0,717
588,7-663.6) 588,7-661,3) (613,0-661,4) (611,0-663,6)
Meauana CrCl (pas6poc) 145 (40-394) 146 (68-319) 144 (73-200) 144 (40-394) 0,745
<70 2/185 (1%) 1/58 (2%) 0/41 (0%) 1/84 (1% 1
Puck CJTO — Bbicokuit 42 (18%) 10 (14%) 11 (15%) 19 (22%) 0,655
Puck CNIO — cpemruti 113 (50%) 36 (51%) 35 (49%) 42 (49%)
Puick CTIO — nyaiwi 73 (32%) 24 (34%) 25 (35%) 24 (28%)

Knioxun B.B., Parikuna E.B., CMetanuna H.C.

MOJIEKYJISIPHO-TEHETUYECKAS XAPAKTEPMCTUKA BPOXKIEHHOM AVI39PUTPOIIOATUYECKON AHEMUN
B POCCUICKON OEIEPAIINN

DreY «HMML ATOW um. Omutpus Poravesa» Munsgpasa Poceum

Bsenenune. Bposknennnie pusspurponostuueckue anemun (CDA)
MpeACTaBJASIOT cOOOH IpyNMy peAKuX HACJeACTBEHHBIX 3aboJjeBaHuil,
XapaxTepusylomuxcs: Heap(PeKTUBHBIM IPUTPONO30M U PAZIUUHBIMU
MOpP(]OJIOrMUecKMMU aAHOMAJIMAMU OPUTPOUAHBIX TPEALIECTBEHHUKOB.
B ocnose mannoit TpyTNbl MOHOJTMHENHBIX HUTONEHUN JIe)KAT MyTaluu
B reHaX, OTBETCTBEHHBIX 3a (DyHHAMEHTaJbHble KJETOUHbIe (QyHKLMH,
srurouast penapaunto JHK, xmerounsiit unroxunes u BesuxyssipHbiil
TPAHCIOPT. OTU MyTalMHM COCPEJOTOYEHBI B CEMU OCHOBHBIX IEHAX:
CDANI, Cl5orf4l, SEC25B, KIF25, RACGAPI, KLFI w GATAI.

Ienas paGorsl. OxapaxrepuszoBaTh CHeKTp HafiAeHHBIX BapuaH-
tos B renax CDANI, SEC25B, KIF25 n GATAI y nauuenrtos ¢ CDA I-111
u XLTDA, nabmonasmuuxcs B Poceuiickoit Menepanun s 2013-2025 rr.

Marepuanst u meronpl. [lpoananusupoBaHbl naHHbBIE MALMEHTOB,
obpamasmuxcs B Haw LlenTp ¢ HeyTouHenHoit Hac/eACTBEHHOH reMonu-
tudeckoil anemueii B nepuon ¢ 2013 no 2025 r. Kpurepuem BritoyeHus
NalMEeHTOB B MCCJIel0BaHMe ObLI0 cOOTBETCTBHE MOP(]OIOrnYecKUM U MO-
JIEKySIpHO-TeHeTHYeCKMM auarHocTnueckum kpurtepusm CDA. Beem
nanuentam nposejen anaaus renomuoii JJHK na nnardopme NextSeq
Ilumina meTosom napro-konuesoro urenus (120x2bp). [enernueckue Ba-
pUaHTBI ObLIN KJIacCUpUIUPOBAHBL B COOTBETCTBUY C MEKLYHAPOLHBIMU
pexomenpauuamu American College of Medical Genetics and Genomics
(ACMGQG).

Peayabrarst u o6cysxkaenne. B uccaenyemyo rpynny souutn 17 na-
LIMEHTOB y KOTOPbIX ObLI0 Haiineno 24 Bapuanra. B crpyxrype BoiGopku
npeobaangan CDA Il runa (r = 11), pesxe Berpeuanucs CDA 1 (1 = 3), CDA
III (7 = 2) u XLTDA (1 = 1). Meauana soapacra cocrasuaa 14 ner (7563

rona). BbISIBIIeHHI)Ie MyTalun 3aTparuBaju B 60J'II)H_IeI>,I CTEIICHU 9K30HbI

u B MeHblieil — untponsl. Pacnpenenenue no surornoctu 6u110 caepyo-
wum: CDA I — Bce komnayua-rerepoaurors;; CDA Il — 6 romosuror u 5
xomnayua-rereposurot; CDA III — 2 rereposurors;; XLTDA — 1 romo-
surora. [To knaccuduranuu ACMG 76% (12 = 19) BapuanTos 6bL11 pacue-
HeHbI KaK NaToreHHble U BeposiTHO natorenuste, 14% (2 = 6) — kak Bapu-
aHTHI C HesCHOI sHauMMocTbio. Vpentudunuposano 9 HoBbIX BApUaHTOB:
B rene CDANI ¢.1738A>G (p.S680G), ¢.2263-2A>G (axuenTopHslii caift),
c.2135A>G (p.Y712C); B rene SEC25B ¢.279+56G>A (noHopHBIN caiiT),
c.962A>G (p.D321G), c.1123A>G (p.M375V), c.1860G>C (p.M620I);
B rene K/F25 ¢.59C5T (p.T20M), ¢.601G>C (p.V201L). Illects ns nux ss-
JISLTUCH MUCCEHC-3aMEHAMU, & TPY ObLIM CBS3aHBI C HAPYILIEHUSMU CILIa -
cunra. B noarpymnme ¢ Hosbimu mytanmsmn megunana Hb cocrasuna 84 r/n
(66-109), MCV 87 ¢ (67-106), peruxymnonunros 3,9% (1,3-5,9), 6unupy-
6una 40 mxmosnn/n (30,4-45); no crenenu TaxkecTH aHemuM: Jerkas — 3,
cpenneit Tsokectu — 4, Tskenas — 2; TpancdysuOHHAs 3aBUCHMOCTD —
y 3 us 9 naunenTos. ITo gaHHBIM KOMIBIOTEPHOrO MOAEIMPOBAHUS BHOBb
BBISIBJIEHHBIE BAPUAHTBI JIOKAJIN3OBANUCH B YHKIIMOHAIBHO 3HAYMMBIX
006J1acTsIX TeHOB, BKJIOYas CafiThl CTMJIAHCHHIA U MOTEHI[MAJbHO KPUTHU-
YecKue JIOMEeHbl OeJIKOB, YTO THUIOTETUYECKH MOYKET 00bACHATH Habiiio-
Aaemble KJIMHUKO-1a00paTopHble MPOSBIEHUs Y NPOAHAIM3UPOBAHHBIX
NaLUEeHTOB.

3axmouenne. Hacrosiee uccnenoBaHue BrepBble ONUCHIBAET MO-
nexynspHo-renernveckuil nanamadr CDA B poccuiickoit nomynsuuu.
Wpentudurauns 9 nosbix sapuanros B renax CDANI, SEC25B w KIF25
JIeMOHCTPUPYeT BHIPA’KEHHYI0 TeHeTHUYeCKYI0 TeTeporeHHoCTh 3abosesa-
HMA U noauepkusaet xkiaoueByio poab NGS-nuarnoctuku B Bepuduxa-
MU AMArHO3a.
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A3TPEOHAM/ABMBAKTAM — HOBBIV AHTVIBUOTHK BBIBOPA B IEYEHVV MHOEKIIVI, BBISBAHHBIX KLEBSIELLA PNEUMONIAE
C IIPOJYKIIVEN KAPBAITEHEMA3
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Beepenne. Klebosiella pneumoniae ¢ mpomyxumeit kapbamenemas oT-
HOCHUTCSL K Be/lylIUM BO3OYAUTe M TsKeNbIX MHPEeKLUil B cTaloHape
C BBICOKOW YaCTOTOM JIETAJBbHOCTH, TIPEXK/E BCEro 10 MPUYMHE BBICOKON
PE3UCTEHTHOCTH UX KO MHOIMM aHTHOUOTUKAM.

Ileas paGorbl. ayuuTh uyBCTBUTENBHOCT K AHTUMUKDOGHBIM
npenaparam K. preumoniae ¢ npopykuueil kapbanenemas, BblieJeHHBIX
OT BOJTBHBIX C TeMATOJIOTMUECKUMHU 3a00IeBaHUSIMU.

Marepuanbt n meroapl. Marepuanom ana usydenus GOvuin K.
pnewmoniae ¢ TpoAyKuMell kapbaneHemas, BbIieJeHHble U3 TeMOKYJIBTY-
pot (7 = 307) n skupkoctn 6ponxoanbseossipHoro gasaxa (7 = 26) ¢ 2007
10 2025 r. (sHBapb—OKTAGPD) OT GOABHBIX C FEMATONOTHYECKUMHU 3a001e-
BaHUAMU U3 pasHbix cyowvexros Poccun. UyscrsurenbHocts k anTMOMO-
TUKaM ONpeaeNsIu MeTOAOM CepUIiHBIX MUKPOpa3Be/ieHUil B OyJboHe,
[JIs. MHTeprnpeTauuy AaHHbx ucnoassosanu kpurepun EUCAST 2025.
Hanuuue renos xapbamenemas (blaKPC, blaOX A48, blaVIM, blalMP,
blaNDM) onpenensinu meromom I1LLP B pesxume peanbroro spemenmu.

Peayanbraret u obcyxpaenue. Bcero 6buio msyueno 333 wramma
K. pneumoniae ¢ npoayxuueit kapbanenemas, us uux 229 (68,8%) umenn
cepunosbie kapbanenemaspl (OXA-48 nnu KPC), a 31,2% — meran-
nokapbanenemassl (rpynnst NDM B moHoBapuanTe MM B coueTaHUM
¢ cepunosbiMu). Bce wuccnenyembie kapbanenemasonpomynupyomme
K. pneumoniae 6u111 4y BCTBUTEIBHBIMU K a3TpeOHaMy/aBUOaKTaMy U UMe-
au muskue snagenmst MITK90 (0,0075 mxr/ma) xax mas HocurTesdei
IeHOB CEpPMHOBBIX, TaK M TIeHOB MeTajokapbaneHemas (tabmuua).
Hedrasuanm/apubaktam NposiBASI BHICOKYI0 AKTUBHOCTD (12 ilro TIPOTUB
HNPO/YLEHTOB CepUHOBbIX kapbaneHemas, Tosbko 2 (0,9%) wramma 6Gblan

pesucrentHbiMu U Bbigeaensl B 2024 r. Oba atux mwramma MMesnn codera-
nue rpynn kapbanenemas (OXA-48 u KPC), oicokue snauenus MITK
uedrasuanmalasubakrama (64 u >128 mxr/ma). K konucruny 6p11m pesu-
crentHbIMM 14,1% mLITAMMOB C CONOCTABUMOIi YACTOTOH NPOTUB CEPUHO-
BBIX Kapbanenemas u metannokapbanenemas. PeaucrentHocTs k Apyrum
aHTHOMOTHKAM OblIa BHICOKOI, BKJII0UAsl AHTUIICEBOMOHA/Hble Kapbare-
Hembl. K Turenukianny Her kputepues 4yBCTBUTENBHOCTH, B TO YK€ BPEMS
MITK90 turenukauna 6bla1 HEBBICOKUMH, OCOOEHHO [J1s TPOAYLEHTOB
merannoxkapbanenemas (0,6 mxr/ma).

3axsouenne. Haubonee Bblcoxas akTUBHOCTb (1 vilro onpepeseHa
V HOBOro aHTMOMOTHKA — adTpeoHama/aBubakrama npotus K. prewmoniae
Kak C NPOAYyKLMeil cepuHOBbIX kapbameHemas, Tak M MeTaJsuokapbarne-
nemas. lledrasupum/aBubGakram coxpaHseT BbICOKYI0 aKTHBHOCTb TpPO-
TUB MPOJYLEHTOB CepUHOBbIX kapbanenemas K. pneumoniae. Asrpeonam/
aBubaxTam CleyeT paccMaTpUBATh KaK MpPENnapar BblOopa [Jisl CTAalMOHa-
POB, Tle TPOBOAMTCS TONBKO (DEHOTUMUUECKOE MOATBEPIAeHUe TIPOAYK-
uuu kapbanenemas y K. pnewmontae 6es Bepm@mxaumn reHoB. B kanHmnkax,
IJle AeTeKTUPYIOT FPYHIIbI TeHOB KapbareHemMas B TeUueHUe HEeCKOJbKO Ya-
COB CJIe[lyeT pacCMaTpUBATh a3TPeoHaM/aBMOaKTaM Kak mpenapar Bblbopa
nas nevenust undexunii, BeizBanubix K. prewmoniae ¢ npogyxuumeit metas-
nokapbanenemas (NDM), a nedrasupum/aBubakram — npu NpopyKuuu
cepunosbix kapbanenemas (KPC nnu OXA-48). Oru npenaparst y 60015~
HBIX C HEI{TporeHueil MOryT ObITh HasHAUEHDI ¢ KOAUCTUHOM. [Ipumenenne
turenukauna Boamoxkno npu MITK antubuoruka or 1 mkr/ma u nuxe
(y Beex wrammos raxue MITK), Ho nasnadenne Turenmkanna B 9TUX CILy-
4asiX IPOBOAUTCS B ABOMHON 103UPOBKE OT PEKOMEHLYEMOM.

Ta6auua. PesucrentHocts K. pneumoniae ¢ npoaykumeit kapbanermas (n = 333)

Peaucrentrocts K. pneumoniae ¢ npopykuueit kapbanexemas
AHnTHEMOTHMK Bce wrammel, n =333 Cepuosbie kapbanexemassl (OXA-48 unn KPC), n =229 Mertannokap6anenemass (NDM), n =104
PesucrenTHoCTs MMK90, mkr/mn PeaucrentHocTs MMKQ0, mr/mn PeaucrenTHoCTs MMKQ0, mkr/mn
Astpeonam/AsnbakTam 0 0,0075 0 0,0075 0 0,0075
Konmnctuu 47 (14,1) 8 36(15,7) 32 11(10,6) 4
Lledrasnpmm/Asnbakram 106 (31,8) >128 2(0,9) 0,25 104 (100) >128
AMMKALMH 187 (56,2) >128 108 (47,2) >128 79 (76) >128
TeHTamMULMH 213 (64) >128 143 (62,4) >128 70(67,3) >128
Mmunenem 205 (61,6) 128 106 (46,3) 64 99(95,2) >128
Meponexem 219 (65,8) >128 122 (53,3) 128 971(93,3) >128
buanexem Her kputepues 128 Her kputepues 128 Her kputepues 128
Tpumetonpum/Cynbdametokcason 249 (74,8) >128 162 (70,7) >128 87(83,7) >128
Lledenum/Cynsbakram 306 (91,9) >128 202 (88,2) 128 104 (100) >128
Ledennm 314(94,3) >128 210(91,7) >128 104 (100) >128
Lledrasnamm 317(95,2) >128 213 (93) >128 104 (100) >128
Jlesodnokcaunn 323 (97) 128 220 (96,1) 128 103 (99) 128
Munepauunamt/Tazobaktam 327(98,2) >128 223 (97,4) >128 104 (100) >128
Tureupknun Her kputepues 1 Her kputepues 1 Her kputepues 0,5

Kozees B.A., A6acos P.X., Kazakosa A.H., lypxuxanosa M.X., Axymarasuneea [1.C., 3epkanerkoea E.A., Jlaroiko C.H., Yekmenesa 1O.10.,
Pymsnuesa [O.B., Macuyan M.A., Kapauynckuin A.U.

XAPAKTEP XPOMOCOMHBIX MIBMEHEHUI ITPU BII-OJIJI C BBICOKOV TUITEPIUTIJIOUUEN ¥ IETEN
DreyY «HMMLL AFrOW um. Omutpus Poravesa» Munsgpasa Poccum

Bsenenune. Bricokas runepaunionaus Kak LUTOrEHETMYECKMH Ba-
puant ocrtporo aumdobnacrHoro seiikoza ua B-kieTounbix npepure-
creennukos (BII-OJIJI) y mereit onpenensierca naamunem 51-67-it xpo-
mocom. [anueit mopgrun cocrasaser 30-35% scex cayuaes BII-OJIJI,
sBJssich Haubosee pacnpocrpaHenHbiM. CTaHaapTHBIE METOABI AUATHO-
CTUKM HE BCErAa IIO3BOJISIIOT AOCTOBEPHO ONPENEIUTb MOAAILHOE HHC-
JIO XPOMOCOM M M3MeHEHHE MJIOUAHOCTH MO OT/AEJbHBIM XPOMOCOMAM.
VcnonbsoBanue merosa noanorenomuoro ceksenuposanust (WGS) obec-
[eYnBAaeT TOUHOE ONpeesIeHNE AHEY VIONAN, YTO OTKPbIBAET HOBbIE BO3-
MOKHOCTH [JIS1 KIIMHUYECKOM OLEHKM JaHHOTO MeHEeTHYeCKOro BapUaHTa

BIT-OJLJL
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Iens paGorsr. OxapakTepusoBaTh YMCIEHHbIE U CTPYKTYPHBIE aHO-
manun y nauuentos ¢ BII-OJIJI ¢ Beicokoit runepaunionaueii ¢ ncnosnb-
3oBanuem merona WGS.

Marepuannt n meroapt. [Ipoananusuposano 103 obpasua kocrHoro
moara mauneHTos ¢ ycranosiaeHHbim auardosom BIT-OJIJI. Bospacr na-
LMEHTOB HA MOMEHT ebTa HAXOAMIICS B AUANIA30HE OT 3 Mecsies 10 17,5
rona, meauana soapacta cocrasuaa 4,4 ropa. Kpurepuit or6opa — us-
MEHEHMsI TIJIOMJHOCTU TI0 AAHHBIM CTAHAAPTHOIO KapUOTHMIIMPOBAHUS
u uccaenosanus meropom FISH nmpu orcyrersumn CTpaTI/I(i)I/ILU/IPyIOH_[I/IX
PeKypPPeHTHBIX XPOMOCOMHBIX NepecTpoek. Beem obpasuam BbinosHeHo
BBICOKOIIPOMBBOAMTENbHOE CekBeHnpoBanue mnoanoro rexnoma (WGS)



B pamMKax HauuoHauapHOW reHernuyeckod wnHunuatueel «100000+51>.
AHeyTIOUANY BBISIBIISIY METOAOM INIyGUHHOIO NPOUTEHMU ], OCHOBAHHBIM
Ha KOPpeJISILUU Me>/y [JIyOUHON MOKPBITHS FEeHOMHOIO PerMOHa U YUC-
JIOM €rO KOMUH.

Peayabrarst u o6cyxpaenue. B nccienosannoii koropre mopasibHoe
4HCII0 XPOMOCOM Bapbuposalo ot 51 1o 64, nanbosbluee konnuecTso ciLy-
4aeB COCTaBUJIM OOPABIbL C YMCIOM XPOMOCOM, paBHbiM 55, — 21 cyuaii
(21%). Pacnpenenenne no mopasbHOMY 4HMCIy XPOMOCOM MPEACTABIEHO
na puc. 1. Haubonee uacroit aneynionaueii apunock ypennuenue KOnui-
Hoctu xpomocomsl 21. Ono 6bu10 BoisBreno B 99% ciyuaes — teTpaco-
mus B 75%, rpucomus B 18%, nenracomus B 6%. YBennuenne konuiiHocTH

Puc. 1. MogansHoe uncno xpomocom npu BIM-OJJ1 ¢ Bbicokoit runepannnon-
onen y peten

Puc. 2. Yacrora ysenunuenus uncna oraensHbix xpomocom npu BI1-OJ1J1 ¢ BbI-
cokoi runepannnonanert y aeteit. X(f) — ysennuenme konuirocTn X-xpomoco-
mbl y gesouek, X(m) — y manbunkos. «Tpucomms» u «Tetpacomms» X(m) n Y co-
OTBETCTBYET OAHOM W ABYM AOMOHUTENbHBIM KOMMAM COOTBETCTBEHHO

MPUNOXEHME 1

xpomocombl 14 6buto BeisiBieno B 91% ciyuaes — Terpacomus B 74%,
tpucomust B 17%. Ysenuuenue xonuitnoctn xpomocomsl X ObUIO BbISIB-
aeno B 90% cayuae — y pesouex B 89%, y mauasuuxos B 91%. [dpyrue
aHeymIoOMANY BKIouau B cebs rpucomuio 6 (88%), 18 (82%), 4 (79%), 17
(76%), 10 (72%), 8 (39%), 5 (29%), 9 (19%), 11 (16%), 12 (16%), 22 (16%),
Y (13%), 16 (10%); <10% naa 7 (9%), 2 (4%), 3 (3%), 13 (3%), 20 (3%),
16 (3%), 19 (2%). Aneynnouauit xpomocomsr 1 obnapysceHo He GbL1O.
B 68% ciyuaes OblaM BbIsIBJIEHDBI HOMOJHUTEIbHbIE MU3MEHEHUs YUCJA
Komuil yyacTkoB xpomocom. Haubonee wacto Berpevarouumucs Oblan
duplq (16%), del9p (9%), del7p (8%), dell2p (6%), dell7p (5%), dell9p
(3%), del19q (3%). YacToTsl mOoMONHUTENbHBIX U3MEHEHUI YMCIA KOTTUH
YYACTKOB XPOMOCOM MPEACTABIEHbI HA PUC. 3.

3axmouenne. B crpykrype BII-OJLJI ¢ Bbicokoit runepaunnonaueit
mertogom WGS 6bina BbisiBiena Haubosee yacras rpynna ¢ MOAAJIbHBIM
anciom xpomocom 55. Mamenenns xonuitnoctu xpomocomsr 21 npucyr-
creoBanu B 99% cayuaes, tpucomun xpomocom 14, X, 6, 18, 4, 17, 10
npucyrersosanu B 70-91% cnyuaes. B 68% 6biau ciyuaes BbisiBaeHb!
[OMOJTHUTE/IbHbIE U3MEHEHNUS YMC/Ia KOl y4aCTKOB XPOMOCOM, IpUYeM
HanboJslee YACTBIM U3MEHEHMEM YMCJa KOMUil yUaCTKOB XPOMOCOM Obliaa
nynnukanus 1q (16%). Meron WGS ssasercs apdextunubm metonom
OL€EHKUW YUCJIEHHbIX U CTPyKTyprIX aHOMa,flVl]‘/Jl.

Puc. 3. Hactota BONONHUTENBHBIX U3MEHEHUI YMCAA KOMUM Yy4ACTKOB XPO-
mocom nipu BIM-OJ1J1 ¢ Beicokoit runepannnonameit y aeten

Konesa J1.4.", Kprokosa A.B.2, flonrnux N.A.
TEOUINT IIMPYBATKMHAS3BIL: BKJIAJ PETUKYJIOIIUTO3A 1 TPAHC®Y3UI B OINPEAEJEHUE AKTUBHOCTH ®EPMEHTA

'OrBY «<HMUL, OTOM um. Omutpus Poravesa» Munsapasa Pocciu; “Mockosckuit rocyaapcTaentsit ysepcuteT iumern M.B. Jlomorocosa

Brenenwue. [lebunur nupysarkunassl (IITK) — nacnencrsennas ne-
ceponurapnas remonutuueckas anemus. Knunuueckas xapruna [IITK
1 n1abopaTopHble reMaTONOrMYecKye MOKasaTeayd TUIIMYHBL AJs KapTHHbI
XPOHMYECKOrO reMosu3a, HabuoaaeMoil U npu aApyrux (Gpopmax Hacien-
CTBEHHBIX T€MOJMTHIECKUX aHeMui. /lnarHos onpenensierca cHMKEHHON
axkrtusHoctbio [1K u Hannamem myranmit B rene PKLR. B kannngeckom
CoObLIeCTBe CUNTAETCS, YTO PETUKYJIOLUTO3 U TpaHCcy3UM AOHOPCKUX
OPUTPOLUTOB IPUBOAAT K JIOYKHO-HOPMAaJbHBIM Pe3y/IbTaTaM U3MEpPEeHUs
axkrusnocru IIK B apurponurax, xorst B smTepatype OTCYTCTBYIOT AaH-
Hele o dpaxtuyeckom yposre axtusHoctu [1K B peruxymonurax nanuen-
tos ¢ [IITK. Or 11 o 53% nonynsauuu nanuenros ¢ 1K B saBucumocrn
OT BO3PACTA [OJLy YAIOT PEryJISIPHbIE e5KeMeCsIuHble TPAHCy3UU JOHOPCKUX
SPUTPOLMTOB, MCKa’KalolMe peayJabrarsl onpeaeaenus akrusaoctu 11K,
MO3TOMY HEOOXO/IMM MOMCK HOBBIX TMOAXOMOB K OMPENeNeHNI0 aKTUBHOCTH
depmenTa y TAKMX MALMEHTOB ISl yBeINUEHUs] TOYHOCTH ANATHOCTUKH.

Ieas paGorer. Onpepeauts BKJIAJ PEeTUKYJIOLUTOB U TpaHCysuit
B namepsemyo aktusHoctb [ 1K y manmenros ¢ I11K, Boiasuts yaensnyto
axtuHocTh 1K B perukynonurax y maumenros ¢ JAIIK, npemnoxurs
npaxtnyeckuii noaxopn k soissiaenuto JITK y nauuenros, perynspuo no-
JLy4aI0LIMX [epeIUBaHUe JOHOPCKUX OPUTPOLUTOB.

Puc. 1. 3aBMCMMOCTb OKTUBHOCTM MMPYBATKMHA3b OT COREPXAHUS PETUKYIIO-
uuTOB B KpoBM y naunenTos ¢ aeduumntom MK (OMNK) (n = 41)
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Marepuanbl 1 mMeToabl. AKTMBHOCTb MUPYBATKWUHA3bI B 3PUTPO-
uurax Obula usmepena GuoxumMuueckUM (OTOMETPUUYECKUM METOJOM.
Hnsa onpepenenns yaenasnoit akrusaocru 11K B pernxynonurax nosyqa-
1 oboraleHHble PeTUKYIOUTAMU SPUTPOIUTAPHbIE PPAKIUU C TIOMO-
ubio rpaguenta maotHoctu Percoll.

Peayabrarst u o6cysxaenne. Mbl noATBepAMIN OTCYTCTBUE KOppe-
JISILIMU Me3K /Ly KOJMYECTBOM PETUKYJIOLUTOB B KPOBU U 00LIeil aKTHBHO-
creio [1K y nanmentos ¢ renernueckn nogreepsxaennsm [IITK (puc. 1).
Onpepenus ypenshywo axkrtushocts [IK B perukynonmrax nmanumenrtos
1 JOHOPOB, MbI I0KA3a/I1 IIPUYNHY OTCYTCTBUSI KOPPEJISALIH MEXK LY KOJIU-
4eCTBOM PETUKYJIOLUTOB B KpoBu 1 obuieit akrusnoctsio [TK y nanuenros
¢ renernueckn noarsepxaeHHbiM [ITK. Aktusnocrs I1K B 23 pasa cau-
skeHa B perukyaonurax nauuentos ¢ JIITK no cpasrenuto co snoposbimu
nonopamu (puc. 2 A, B). Bosee Toro, y 310poBbIx 10HOPOB pasHULA B aK-
tusHoctu [TK mexcay peruxynounramu u spesnsimu spurpouuramu 6osee
BeipaskeHa, yem y nauuentos ¢ JI1K. [{lanee mbr npogemoncrpuposan,

Puc. 2. AktuerocTs 1K B petukynouuntax (AR) u sputpountax (AE) y naunen-
TOB 1 380pOBbIX LOHOPOB. AR — dronetosbie Touku, AE — seneHbie Touku. A —
AedULMUT MUPYBATKMHA3bI (PKD), n=24 v n=18 pns AR u AE cooTeTCTBEHHO;
B — 3popossie goHopsl, n = 10 ans AR u AE. Box-plot: guanason — 25-75-i
NPOLEHTUAb, Anana3oH ycos — 2,5-97,5 npoueHTuns, MEAMAHbI 3HAYEHUIA —
FOPM3OHTAMbHBIE JIMHUW. 3AWTPUXOBAHHbIE OBNACTM MpeAcTaBnsioT cobou
HopmanbHble pedepenTHbie ananasonsl ans AR (cuumit) u AE (pososebiii).
¥, ¥*% _ pasnuuma mexay rpynnamu sHauumel npu p < 0,05 u p < 0,001 co-
oTseTcTeeHHo (tect Kpackena — Yonnuca ¢ anoctepropHbim Tectom LaHHa
unu tectom ManHa — Yuthu).

4TO Aa’Ke 4Yepes MECHL MOCJe MEePENUBAHUS dPUTPOLUTOB AKTUBHOCTh
ITK mosker 6b1Tb s102xHO HOpMaabHOI (puc. 3). Meanana axrusnocru [TK
V NALMEeHTOB, He MOJyYaBLIUX TPaHC(y3UM JOHOPCKOIl spUTpoLUTap-
HOI MacChl, TPUMEPHO B ABA pas3a HUXKE, YEM y TeX, KTO HELABHO MEPEHeC
tpancdysuto. O6mas aktusnocts [1K nocse nepennsanus mosxer ysenn-
uuBarbest oT 2 1o 10 pas, 4To IPUBOAKT K 10’KHO-HOPMAaJIbHBIM 3HAYEHUSIM
ITK. B raxom cayuae pedpuuur ITK moskHo auarnocruposats, onpepessis
yaensHyo aktusHocTb ITK B peTuxynonurax: ysxe uepes Heckonbko nHei
nocse Tpancdysuu B KPOBU MAl[MEHTA MPUCYTCTBYIOT TOJIBKO COOCTBEH-
Hble PETUKYJIOLUTBL B OTJINYUE OT 9PUTPOLIUTOB.

3axmouenne. Perukynounros He BHOCHT CyILIECTBEHHOrO BKJAfa
B Habmogaemyto akruHocTs [1K B kposu y nanuenros ¢ JITTK. Oto 06y-
CJIOBJIEHO BHAUMTENBHO CHMKeHHOM akTuBHOCThIO [1K B pernkymnonnrax
HALMEHTOB 110 CPABHEHUIO C AKTMBHOCTBIO PETUKYJIOLUTOB Y 340POBbIX
JOHOPOB. Y MAlMEeHTOB, MOJyYalolUX pery/spHble TpaHcdysuu, aedu-
nut [1K moskHO nrarHocTHpoBaTh My TeM ONpeneIeHUs YAETbHON aKTHB-
nocru [1K B pernkynounrax.

Puc. 3. Aktusrocts nupysatkuuassl (MK) y naunentos ¢ aeduumntom MK
6es HeaasHux TpaHcdysuit (cnesa) (n = 29) u ¢ HepasHUMKM TpaHchyauamu
(cnpaea) sputpoumntapHoit maccel (n = 22). OpHu 1 Te xe naumenTs 6es He-
AABHUX TPAHCHY3UM 1 C HUMM 0BO3HAYEHBI TOHKAMM OAMHAKOBOTO LBeTa. Box-
plot: amanason — 25-75-i npouentuns, amanason — 2,5-97,5 npouertuns,
MELMAHHBIE 3HQYEHUS — FOPU3OHTAMbHbIE IMHMM. 3ATPUXOBAHHAS 06NACTL
COOTBETCTBYET AMANA3OHY HOPMAMbHBIX 3HAYEHWH. “** — pasnuuns mexay
rpynnamu sHaunmsbl npu p < 0,001 (kputepuit MarHa — Yuthu).

Koncranturosa T.C., Bunorpapos A.B., Ceewnukosa tO.B.

MPEIM3MOHHAS MEJUIIMHA B PEAJIbHON KIMHUYECKOM ITPAKTUKE OBJIACTHOI'O TEMATOJIOTTYECKOTO IIEHTPA
I'AY3 CO «CBEPIJIOBCKAS OBJACTHAA KJIMHNYECKAA BOJIbHIALIA Ne 1»

[AY3 CO «Cseppanosckas obnactHas knunmdeckas 6onsHuua N 1»

Beepenne. O6nacrroii remaronornuecknii uentp (OI'LL), opranunso-
sanHbii Ha 6ase TAY3 CO «COKB Ne 1> B 1979 rony, npoxoaur csoe pas-
BUTHE B 910Xy CTAHOBJIEHMS HOBBIX MOJXO0B K OKA3aHUIO0 MEAMLIMHCKON
B 3/|paBOOXPAHEHUM OCOBGEHHO AKTyasbHA MPU JEYeHUN OHKOreMaToJo-
rudeckux 3aboseBaHUI U ONMpPAeTCsl Ha SHAYUTEJbHbIE YCIEXU B PasBU-
TUM OMMKCHBIX TEXHOJOIMii. 3anpoc o0lIecTBa HA OPraHU3ALMIO TALH-
eHT-OpV[eHTV[pOBaHHO]‘/JI Me}:lVlLll/[HCKO]‘/Jl IIOMOIII U1 Tpe6yeT CTpaTeFM"[eCKI/IX
ycunnii Bcex 3BeHbeB MeaMUUMHCKoro npouecca. Lludposas pesomtouns
1 HaKomJIeHue GOJbIIMX JaHHBIX O BUOMapKepax OHKOTeMaTOJOTMUeCKHUX
3aboneBanuil TPeOyIOT MPUCTATLHOTO BHUMAHUS KaK Bpadeii, papmako-
JIOTOB, TaK M OPraHU3aTOPOB 3 PaBOOXPAHEHU .

Iens paGorsr. Onpesenurs Hanpasienus Tpancdopmanuu paboTst
OI'LL B yc/10BUSIX BHEAPEHU S TPELIUZUOHHbBIX MEAUIUHCKUX TEXHOIOTUIL.

Marepuannbt u meroasl. [lpoananusuposanst npuxasst Munsapasa

Ceepaiosckoit obnactu, TAY3 CO «COKB Ne I» peryaupyromue
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OKazaHUe MeJIMLUHCKON MOMOLU N0 NPOPUIIO «reMaTOJIOr s> U OPraHu-
sanuio paborsr OI'LL.

PeaynbraTer m oGcyxpenme. TakTuka OpraHM3anuu «IKOPHOL»
mepuuunnckoit opranusauuu [AY3 CO «COKDB Ne 1» pna oxasanus
MeAMUUHCKON nomouy no npoduiio «remarosorusi> B Ceepanosckoii
obaacru onpegennna crpykrypy OI'Ll u BHepeHne coBpemMeHHBIX TeX-
HOJIOTHii INATHOCTUKY, JeUeHHs U BTOPUYHOI TPOdHUIaKTUKY TIPOTpec-
cupoBaHusi remobaacTosos. BHeapenue KIMHMYECKUX peKOMEHAAIMIA
U HCIOJIb30BAHME UX B PEAsIbHOM KJIMHUYECKON MNpPaKTUKe OIUPAETCS
Ha B3aMMOAEMCTBHE KOHCYJbTATUBHO-ANATHOCTUYIECKON MOTMKIMHUKHY,
CTALMOHAPHOIO OT/leJIeHUs] ¢ GJIOKOM TPAHCIJIAHTALMM KOCTHOrO MO3ra
(TKM), nByx 610k0B AHEBHOTrO cTauMoHapa (BKJIOUasi MHOATOTOBKY MHa-
uuentos k TKM u nabsionenns B N0CTTpaHCIIAHTALIMOHHOM MEPUOJE).
OrI'll akTuBHO B3aMMOZENUCTBYET CO CMEKHBIMU MEAMIMHCKUMU CJLyJK-
6aMmu, MoJyueHMe KAaueCTBEHHBIX Pe3yJbTaTOB JUATHOCTUKM U JIeYeHUs!
6b1710 GBI HEBO3MOKHBIM 6e3 Ux yuactus. Baaumoneiictsue ¢ Ypanbckum



roCy1apCTBEHHbIM MEAULMHCKUM YHUBEPCUTETOM M OpraHuaanus yieb-
HOTO NpoLecca B OpAMHATYPE M0 CHeLHalbHOCTH «FeMaTosIorus» Ha base
noppaspnenenunit OI'Ll nossosnsier yaosiaersoputs norpebHoOCTH Meau-
LMHCKUX y4peskaeHnil obnactu B remaronorax. O6bembl MeANLMHCKON
nomowu (KOHCyJabTanuu, rocnuraausannu, koamuecrso TKM, MI'Y,
KT u apyrue uccaenosanus) ¢popmupytorest ¢ yuerom sanpocos OI'L]
U cO3faHHbIX Ha 6ase 6 MeJMLMHCKUX yupesxAeHuil 06JacTu reMaTos10-
TUYeCKUX OTAeTeHUH U KOeK, T/ie TIAIIMeHTHl TeMATOIOTMIeCcKoro mpodu-
JIsl IPOROJIKAIOT eueHue, HasHaueHHoe n Hauatoe B OI'Ll. Koncnnnymer
Or'Ll ¢popmupytoT aucnaHcepHble U MPeLU3UOHHbIE IPYIINbl HALMEHTOB
AJ151 6a30BOrO JIeUeHM I, UCIIOJIb3Ysl ONPe/ieJeHHbIE Ha 9TAIle AUaTHOCTUKY

MPUNOXEHME 1

Guomapkepnt 3abonesanus. B 2024 ropy opranusosan oTAes COmpoBo-
SK/IEHUS U MOHUTOPMHra remarosornueckoil ciaysx6n Cseppnosckoit
0baacTH, CTaBIIMI BajXHBIM WHCTPYMEHTOM OPraHU3ALMOHHO-METO/H-
veckoii paborbt OI'LL.

3akiaroueHne. AJNTOpUTMBI AMACHOCTUKM, JIEYEHHS, IOATOTOBKH
u nposespenuss TKM B kaunnuecxoit npaxruxe OI'LL, pa3p8,6aTbIBa.eMLIe
HOAXOMbI K BEJEHUIO AMCIAHCEPHBIX TPy, cbopy n ananuay nngopma-
MU TIO TPeIU3NOHHbBIM IPYTTaM M03BOJSOT 3¢ HeKTUBHO MCTIONB30BAT
OFPaHqueHHbIe Pecypcbl AJIsT JOCTHUIXKEHU S HaMEUYEeHHbIX Llefle]‘/)l IIOBbILLIEC~
HMS Of(HOTOAMYHON U MATUJIETHEH BbI’>KUBAEMOCTU GONBHBIX OIMYXOJISIMU
1M OULHON 1 KPOBETBOPHOH TKaHEi.

Koponeea [1.A."2, 3eonkos E.E."?, LLleyora O.0.!, Kospuruna A.M.", Qusik A", Hukynuna E.E.!, Cypapukos A.B.!, Tanctan .M.},
Maposuunmkoea E.H."2

OIIBIT ®I'BY HMUILI TEMATOJIOT > MUH3IPABA POCCUU B TEPAIIM BOJIBHBIX ITIEPBUYHON JTUMDOMO I[HC

'DrBY «HMULL rematonormms Munsapasa Poccun, 2OTBOY BIMO «Poccuiickmit yrusepceuter meamumnb> Munaapasa Poccum

Beepnenue. Boixusaemocrs 6onpupix [IJILTHC na cranpaptabix pe-
sumax xumuorepanuu (XT) ne npesvimaer 10% (E. Thiel, A.B. I'y6xun
u ap.). Ilpumenenue BbICOKOLO3HON KOHCOMMAALMYU MO3BOJIMIIO 3HAYU-
TeJbHO yBennunTh 0buLyo Bbikusaemocts 6onbubix IIIITHC go 70-80%
(A. Omuro), HO NOMCK MHAYKLMOHHOH Tepanuu (C MHTErpaLuii Taprer-
HBIX MPeNapaToB uin 6e3) U KOHCOTUANPYOIMX NOAXO00B (C THOTeNnoco-
AeprKalUMU peskuMamu U 6e3) MPOooIKaeTCs.

Iens paGorsl. I[lpeacraBuTh A0NrOCPOYHBIE Pe3yJIbTATHI TEPANUn
Goabupix [IJILITHC 8 ®I'BY «<HMUL] remaronorun» sa nepuon ¢ 2015
no 2025 r.

Marepuasnst u meronst. B nepuon ¢ 2015 no 2025 r. 8 PI'BY <HMMUILL
remarosiorun» 6b10 nposeneno jgedenue 90 Gonpupix [TJILIHC («CNS-
2015»n =29, «CNS-2021> 2 = 39 u «CNS-2025» 1 = 22) (rabnuua). Cpennnit
Bogpact = 51 (18-75) ner, us nux 24 (27%) 260 aer, 5 (6%) > 70 ner.

Puc. 1. Matunetrsas BCB 1 OB B 0bweit rpynne 90 6onbHbix MIILHC

Puc. 2. Matnnetnas BCB u OB & rpynne 6onbHbix ¢ ayTo-TICK

Cootrnouenue m:x = 50 (55%):40 (45%). Comatuyeckuii craryc no mkase
ECOG y 43 (48%) 21 6anna. Y 57 (63%) u 33 (37%) 6bL10 BBHISIBIEHO CO-
JAUTapHOE U MyJabTU(OKAILHOE MOParKeHUe, COOTBETCTBEHHO U3 HUX Yy 48
(53%) — c BoBaeueHMeM rybOKUX CTPYKTYp. BoBneuenue saaueii kame-
pbl I1asa u Heliposielikemus 6blau guarnoctuposanst y 11 (12%) u 27/69
(39%) coorserctBenHo. Pacnpenesenne mo rpynnam pucka no kase
IELSG: rpynna nuskoro pucka — 21 (23%), rpynna npomesxyTousoro
pucka — 52 (68%), rpynna ssicokoro pucka — 17 (19%). Myrauun B rene
MYDSS 6w Boisasaenst y 37 (63%) us 59 obcnenosanubix Gonpubix. B 7
(7%) cayuasx puarHos Gbu1 ycTaHOBJIEH MeToAoM GesbuoncuiiHoii ana-
FHOCTUKU 10 obHapyskenuto myrauuu B rene J/YDSES B nuxsope.
PeayasraTer u oocysxkaenne. B obueit rpynne 90 Gonbubix nsaruier-
usss BCB u OB cocraBum 67 n 78% (puc. 1). [Tocse okonvanus naaykunn
v 89 (98%) us 90 6pina gocturnyra 1P zabonesanus, 1 (2%) — paunss
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Puc. 3. Matunetras BCB u OB & rpynnax GonbHbix ¢ pexnmom koHanumornposanus BBC/TBC

Puc. 4. Matunetrss BCB u OB & pasHbix rpynnax pucka y 6oabHbix [ITTUHC nocne ayto-TICK B pexume konanumonnposatms TBC

JIeTaJIbHOCTB OT centuyeckoro woka. B 83 cayuasx (92%) 6bina Bbimosn-
nena ayto-TT'CK, panneii netanbHocTH, CBS3aHHON ¢ TpaHCILIAHTALMEH,
He otmeueHo. Penuauss Bosnukan y 20 (24%) 6oasubix (5 (22%) B rpynne
TBC, 15 (68%) — B rpynne BBC). IIpu menuane nabnopenus 23,8 mec.
naruneruss BCB cocrasuna 69% (565% BBC, 81% TBC) u OB cocrasuna
82% (88% BBC, 80% TBC) (puc. 2 u 3). ¥ 40 GosbHbIX 13 rpy bl BBICO-
koro pucka o IELSG, nonyunsunx pesxum TBC, narunernas BCB u OB

Tabnunua. Cxemsl Tepanmu no npotokonam CNS-2015, CNS-2021, CNS-2025

cocrasunu 63 u 53% coorsercreento (puc. 4). ¥ 7 (8%) Gonbubix He yaa-
nocb emosnuts ayTo-TTCK: «CNS-20156» — 1 (orxas 6oabnoro), «CNS-
2021» — 5 (2 — neynaua cbopa ayro-I'CK, 1 — panuss neranbtocts, 2 —
komopbuanocts) u «CNS-2025> — 1 (komopbuanocts). s 7 Gonbubix 3
susbl B [IP (I — mocse unpyxumonnoit daser nporokona «CNS-20155,
2 — nocse unaykunonHoii dpassl nporoxona «CNS-2021» na nopaepsxusa-
touteit Tepanuu nenanugomugom) u 4 ymepnu (1 — pannss neranbHoCTs,
2 — nporpeccun, | — apyrue npuumnss).
3akiiouenne. Ilo pesysnbraram ananusa 6bu0 OT-
MeYeHO BOCBMHMKPATHOE yBeJWYeHUe IoKasaTeseil Bbl-
skuBaemoctn Gonbubix I[IJILIHC no cpashenuio c pe-
TPOCHEKTUBHBIMU AaHHbiMuU. Vcnosnbszosanue perxumon
KOH/IMLIUOHUPOBAHUSI C THUOTENOH yBEJMYWJIO MOKasa-
teau BCB na 206% no cpaBHeHMIO ¢ KapMyCTHH-COAEp-
sKalMMU cxemamu. MuHMMasbHble pe3yJbTaThl, Jaske
npu npumenenun BXT Ha ocHose Tmorensl, 6buin nody-
4eHbl B rpymnmne Bbicokoro pucka no kpurepusm [ELSG.
Jlnsa aToit rpynnbl GoabHBIX LesecoobpasHa paszpaborka
HOBOIi CTPATETUH JIeYeHUS.

Kocrapesa N.O.

AJUIOTEHHAS TPAHCILTAHTAIIAS TEMOIIOTUYECKHX CTBOJIOBBIX KJIETOK ITPM OCTPOM JIEMKO3E V 200 IETEN:
OIIBIT HMUII OHKOJIOI'MU UM. H.H. BJJOXWHA B 2021-2024 I'T.

DIBY «HMULL orkonoruu um. H.H. Bnoxura» Munsgpasa Poccum

Beenenne. Ansorennas TpaHCIUIAHTALUS FEMONOATUYECKUX CTBOJIO-
Bbix kietok (anno-TT'CK) sisnserca sdpdexTusubim u GesonacHbsim mero-
JIOM JIeueHU st OCcTporo sneiikosa y aereil. Kiouessim pakropom ycnemnoro
nposenenus aano-11'CKy nereit sBasiercs coueranme TeXHOIOTMI TPaHC-
[UIAaHTaLUK U COPOBOAMTENBHON TepaNuu.
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Ileas paGorsl. BeisiButh xapakTep u cymmapHOe KOJMUECTBO OCIIOK-
nenwuit nocse anno-TT'CK y mereit ¢ ocrpeimu neiixosamu, a Taxixe owue-
HUTb ODOuMe nokasartenn: obmyto eeikusaemocts (OB) n Geccobbrruii-
Hyio sbxusaemocts (BCB).



Marepuanst u metoasl. Perpocnexrusnsiit ananus 211 anno-TI'CK
y mereit ¢ ocrpbimu saeiikodamu B HMUILL onkosnorun um. H.B. Bioxuna
3a 2021-2024 rr. B anmanmus 6butn srmouensr 200 mereit (menmana BO3-
pacra 6,7 roaa, auanason 0,2-17), koropeim Gb10 mposeneno 211 an-
10-TT'CK. Ilpomomxurensnocts nabmogenus cocrasuia 23,5 mecs-
na (IQR 11-47,2). Boinu Brutouenst: octpeiit iumdobaacthbiil neiikos
(OJL1, 66,6%), octpsiit muenonaustii neiixos (OMJIL, 30,1%) u ocrpsriit
neiikos cmemannoro denoruna (OJICD, 3,3%). Pexxumer xongunmonnu-
posanus: OJIJI — TOT 12 I'p + aronosup + dayaapabun, OMJI/OJICD:
tpeocyabdan + thorena + ayaapabun. Pacnpenenenue no ponopam:
rarsousentuanbie — 43,7%, coBmecTMMble POJCTBEHHbBIE JOHOPbI —
30,2%, copmecTumbie HeponcTBennbre goHopel — 26,1%. TCR a/b/CDI19
nenenus y 56,5% ranno-TT'CK, y ocransubix — IIrlld. Uerounuxk crso-
snosbix kiaerok: [ICKK — 70,5%, KM — 28,8%, KM + I[ICKK — 0,7%.
WNmmynocynpeccusnas tepanus: npu ramno-ITCK ¢ TCR a/b/CDI9
mertenueit: Tounnanaymab + abarauent, ranno-TI'CK ¢ Irllp — umk-
nocrniopun A/pykconoTunu6, abatanent + BefoMM3ymald, COBMECTHMAs
poacreennas TI'CK — nuxnocnopun A/pykconorunub, abaranent, cos-
mectumast Hepoxacrsennass TI'CK — takpoaumyc/pykconornnu6d, ATT,
abarawent.

MPUNOXEHME 1

Peayabrars n o6cysxaenne. Meauana BocCcTaHOBIEHUS TPAHYJIOLU-
toB cocrasuia 13,6 (10,3-22,6). Yepes 3 mecsiua KymynaTuBHasE 4acToO-
Ta TOKCMYHOCTH, CBA3aHHAsi ¢ TpaHCIaHtanueir (MHpexkuu, opranHas
TokcumuHOCTh) 1-2-i1 crenenn cocrasuna 78% (95% nmosepurenbHbIi MH-
repsan ((AN): 69,2-96,4), 3—4-i1 crenenu cocrasuaa scero 8,2% (95%
JIM: 5,1-12,8). Kymynstusnas sabonesaemocts ocrpoit PTITX (oPTITX)
1-2-i#1 crenenu cocrasuna 47,3% (95% nosepurensusiii unrepsan ([M):
39,6-53,2), 3—4-i1 crenenu cocrasasaa scero 3,5% (95% [U: 2,2-6,9).
Xpounueckas PTIIX (xPTIIX) erissaenay 45 Gonbubix, y 20 — pacnpo-
crpanennas gpopma. B uenom uepes 3 rona OB cocrasuna 82,1% (95% A1:
78,4-85,4) nns Bcex u 75,1% nna OMJI/OJICD (95% AU: 73,3-78,7).
BCB cocrasuna 78,5% (95% J1U: 75,8-79,9) nns scex u 69,6% nas OMJI/
OJICD (95% [OU: 65,56-71,8). Bespeuupusnas cmeprnocts — 11,4%
(95% J1U: 9,6-13,5).

3axaouenne. Haue wucciesoBanue [1eMOHCTPUPYET, UYTO TPAHC-
NJIAHTALUS TEeMONOITUYECKUX CTBOJOBBIX KJETOK NPU OCTPOM Jeii-
Ko3e y mereii — oT0 GesomacHas u o¢ddeKkTUBHAS CTpATErUs JeveHusl.
OnTuMa BHBIM MOIXO/IOM SIBJISIETCS UCHOIb30BAHIE MHUET0abIaTIHBHOIO
konpuunonnposanus ¢ npumenennem TOT npu OJIJI u dpapmakosnornu-
geckoro konguumnonnposanus npu OMJI/OJICO.

Koctun AN, Toroneeckuin A.C.2, Kpacrosa E.N.2, Bynatoe A.1O.", Yupkoea K.C.!, BoraaHosa A.C.", Cemeroea tO.P., Anypos A.IO.,
BuHorpapos M.A', Knbiunnkosa E.B.!

IMYJIUPOBAHUE, TATOTEHPEAYKIINA N JIMOOUJIN3ALINA KPUOIIPEITUIINTATA — CPABHEHUE TEXHOJIOT I
'TBY3 «HWMM CM um. H.B. Cknudocosckoro [13M»; 2000 «LIB KPOMBNO»

Beepnenue. Tssxenas rpasma siisieTcsa npuunHoit okoso 4,4 musano-
Ha e)kerofiHbix cmepreil B mupe, 35—40% aTux ciayuaes cBsasaHbl C He-
KOHTPOJMPYEMBbIM KpoBoTedeHueM. Kpuonpenunurar mynupoBaHHBIA
(KPUO-II) ynoben B npumeHeHUHU, COAEPHKUT BBICOKME KOHLEHTPALUU
dbakxTOpOB CBepTHIBAHMS, TPOM3BOAUTCS MyTeM ObObeIMHEeHMs eTMHIY-
ubix 103 KPMO us kpuornobynunosoii d)paxu,nw KapaHTHHU3UPOBAH-
noit C3I1, a rakske ABJsSETCS OCHOBHBIM NATOIEHETHUYECKUM CPEACTBOM
KOPPEKLMH KOAryJONaTUy, aCCOLUMPOBAHHOM C MAaCCUBHON KPOBOIIO-
Tepeil, TIOBBIIEHHBIM TOTpeGaeHnem ¢ubpunorena u daxropa XIII.
AxTyanbubim siBaseTcsi MoAMQUKALMS TEXHOJOTUYECKUX MPOLECCOB
sarotosku KPVO nns npumenenus s ycaosusix UC, korpa norpebrocts
B JAHHOM KOMIIOHEHT€ KPOBM yBEJMYMBAETCSl MHOrOKpaTHO. B xauecrse
aJbTEPHATUBHOTO CHIPbSl MOKET ObITh MCHOJNB30BAHA TATOTEHPELYLUPO-
sannas (I1P) mnasma. Kpome toro, nnodunusanns raxsxe npeacrapiser-
cs nepenexrusHoit moguduranueit KPYIO-IT pas npumenenus B kputu-
YeCKUX CUTyaLUsiX 3a CUYET NPOCTOTHI XPAHEHUS, JJOTUCTUKH U CKOPOCTH
TNO/IrOTOBKY K TpaHcdyann.

Iens paGorer. Cranpaptusanus texnonoruu saroropku KPMO-I],
[OJLyYeHHOr0 U3 KapaHTUHU3UPOBAHHON U NAaTOreHpey-
[UPOBAHHOI MJIAa3Mbl, & TAK)KE OLleHKa COXpaHHOCTH dak-
TOPOB CBEpPTHIBAHMS MOCJIe THODUINIATIUT.

Marepuasnnt u metoant. {5 nposesenus napHoro uc-
caepoBanus nyauposanu 6560 mannaasmer or4 noHopos ade-
pesa B obbeme 2600 ma. Jns sarorosku KPMO-IT ucnosns-
sosamu 1300 ma adepesnoit naasmor. [larorenpenyximio
nposenu Texnonorueit Murepcent». Boiu copmupo-
Baubl 2 rpynns: KPUO-IT us IP-nnasmer (V = 12)
n KPUO-IT us C3I1 (V = 12). Bee eqmnuus KPHMO-IT
B mocaenytomem auodunusuposanu. ns Boccranosse-
uus B aunopunusuposanusiii KPUO-IT no6asasau 160
M pucTHILIMpoBaHHo# Boabl. B kaxmoit pose KPMO-IT
Ha PasHbIX TEXHOJIOIMYECKUX CTAAMAX ONpPENEIsIn KOH-
nentpanuio dubpunorena, daxrops csepreiBanus VIII
u X111, ¢ ucnonssosanuem xoarynomerpa ACL TOP 750.

Peayabrarst u obcyxpaenne. B KPMO-IT ns C3I1
no auodunusauun conepxanue pudbpunorena (FIB) co-
crasuso 1,22 = 0,1 r, aktusnocts paxropa VIII (FVIII) —

341110 ME/d], akxtusnocts paxropa XIII (FXIII) — 225  dunmsauum

+ 30 ME/dL. ITocne nmnodunusanmu u Boccranopaenns Habmoaan0Ch 3HA-
unmoe ysennvenue FIB na 19% n canoxenne FVIII u FXIII 1a 20 u 12%
coorserctBerHo. B KPUO-IT us [1P-nnasmer coneprxanne FIB B nose co-
crasuio 0,91 = 0,2 r, akrusnocrs FVIII — 212 + 60 ME/d], akrusrocts
FXIII — 171 + 30 ME/dL. Iocae nnodunusanmuu u BoccTaHOBIEHUS HA-
Gmopanocs neanaunmoe ysenuuenne FIB na 4% u snaunmoe cuusxenue
FVIII u FXIII — coorsercrBenno 18 u 13%.

3axmouenne. KPVO-IT us C3I1 u [IP-nnasmer moryT ciry>xkuts cran-
AApTU3MPOBAHHBIMU MCXOAHBIMH NPOAYKTAMU IS MOCJEAYOLIEH J1O0-
bunusanuu. B nuobunusuposannom KPUO-IT us C3I1 nabmopaercs
HoBbILIeHUe cofiepskanus GUOPUHOreHa, BEPOSITHO, 3a cueT «d¢dexTa Bbl-
cBobosk penns». B mnodunnsuposannom KPUO-IT us ITP-nnasms 6ynyr
comepyaThesl cTabuabable KonuvectBa ¢ubpunorena u XIII dbaxropa.
Habnopaercs sHaunmoe CHUKeHUE copepaxanus VIII (JloaKTopa CBEpTHI-
BaHUS 32 CUET «KyMyJsiius o peKToB» naToreHpeAyKuuU 1 anodunnsa-
LMY, YTO SIBJISETCS. ONTUMAJBHBIM NPOpUIEM I KOPPEKLUU KOAryJo-
MMaTuH, CBSI3aHHOW C MACCMBHOM KPOBOTOTEPEM, M AJs CHMIKEHUS PUCKaA
PasBUTHSA B la/IbHENIeM TPOMOOTHYECKUX COOBITUH Y MAIMEHTOB.

Puc. Copepxanue pubpurorera s nose KPMO-T1 B 3aBUCHMMOCTM OT METOAQ 3QrOTOBKM M NKO-
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Kotos U.C.', Llayp ' A.?, YeTsepukosa E.A.?, Hoxpuna E.C.2, Myxauesa T.A.?, NoHomapee A.MN.2, Mepmuknn X.B.2, Bepxbuukas T.10.%,
Bnacoea A.A.?, Casenbes J1.1.%, Lisupenko C.B.!, Monos A.M.?, Pymanuesa tO.B.3, KapauyHckui A.U.3, Peunna J1.I.2

JUATHOCTHUKA OCTPOI'O IMM®OBJIACTHOT'O JIEMKO3A C [IEPECTPOVIKAMU I'EHA CRLF2 Y lIETEﬁ
'®rEOY BO «YTMY> Munappasa Poceuy; 2TAY3 CO «OLKE»; *PreY «HMULL ATOW um. OAmutpua Poravesa» Munzapasa Poccum

Brepenwue. B-nuneituniit ocrpeiit mumdobnacrusiii netikos (OJLJT)
¢ nepecrpoiikamu rena CRLI2 xapakTepusyeTcst BHICOKOH IeHETHIECKON
FeTEPOreHHOCTBIO M MOJKET COYETATbCs KAaK C MyTaUMsSMU CUTHAJIBHOIO
nytu JAK-STAT, rak u ¢ peneunamu IKZF1 u umeer nebnaronpustasiii
MIPOTHO3.

Ilenn paGorbr. Onucanue reHeTUYeCKOil reTePOreHHOCTH U OLEHKA
npornosa gereii ¢ B-nuneitusim OJIJI u nepecrpoiixamu CRLIZ.

Marepuanst nu meroapl. B ucciaenosanne sraoueno 958 nereii B Bos-
pacre ot 1 roga o 18 et ¢ mepsuuno guarnocTuposanubim B-nnnelinpim
OJIJI. Cpeau nux 6b11 nposenen nouck nepecrpoek CRLF2 meronom
dayopecuenrroit rubpuausanuu i situ (FISH), a raxske npoananusupo-
BaH CIEKTP FeHeTUYeCKUX abeppauuii C MOMOUIBI0 TEXHOJIOTUH MyJIbTH-
MIIeKCHOH uraszHo-zasucumoit ammaudukanuu sounos (MLPA) u sbico-
KON POMBBOAMTEIBHOIO TapreTHoro ceksenuposanus PHK.

Peayasrater u obcysxaenue. [lepecrpoitku CRLF2 6buin Boisisie-
ubt y 58 (6,1%) nanuenTtos nccsef0BaHHON rpynnel, B Tom uucie y 42 —
xumepHnbiit ren P2RY8:CRLF2 (72,4%), y 16 — IGH:CRLF2 (27,6%).
IManumenrsr ¢ vamuunem IGH:CRLF2 Obuin crarncTmyecky sHAYMMO
crapwe (p = 0,001), yame mmenu MHMLMANBHBIA ypOBEHDb JIEHKOLUTOB
B iepudepuyeckoit kposu 6onee win pasnbiit 50:10%/1 (p < 0,001) u mocro-
BEPHO Yallle OTHOCWJINCH K I'PYTINE BBICOKOTO PUCKA COMVIACHO KPUTEPUSAM
Hanuonansuoro uncruryra paka CIIA (p < 0,001), opnaxo nocrosepubix
pasau4Mii B BBDKMBAEMOCTH M KyMYJIATUBHON 4aCTOTE Pa3BUTUS PELUN-
BOB MEXXJy 9TUMU rpynnamu He sbissieno. ¥ 14,0% (z = 6) nanuenros

¢ nepecrpoiikamu CRLEF2 6p11u obnapyskenst mytaunu JAK1/2, y 23,3%
(7 = 10) — myrauuu B renax cemeiicrsa RAS, y 18,6% (2 = 8) — uname-
HeHUs (OLHOHYKJIEOTUAHbIE BAPUAHTBl U XUMEpPHbIE [€Hbl, B TOM 4YHUCJIE
PAX5:ZCCHC7, PAX5::CBFA2T3, PAX5::NOLA4L) B rene PAX5. Bruio
BoIsiBaeHO 17 cayuaes (37,7%) c penenneit IKZF1, us xoropeix 10 (22,2%)
umean npoduas IKZFlplus (kombunauus aenenun IKZF1 ¢ renenmsamn
CDKN2A u/unun CDKN2B wn/umun PAX5 u/unu PARI npu orcyrersun
nenenun ERG). Cpenu nauuentos ¢ npodunem IKZFIplus 7 pereit ume-
s xumepHbiit red P2RY8:CRLF2, rpoe — IGH::CRLF2. Otu naunents
He TOKa3aJIM 3HAUMMBIX PA3JIM YN 110 BOBPACTY, MOJLY, UHULIMAJIBHOMY JIeHi-
KouMTO3y M Hasnmuunio cunapoma Jayna ot apyrux nereit ¢ B-nuneitnsim
OJUL Tlpu menuane nabmionenus 5,3 roma GeccoObiTuiiHAs BbIXKUBae-
moctb (BCB) manmentos ¢ OJIJI u nepecrpoiixamu CRLF2 cocrasuna
0,49 (cranpaprhas omubka (CO) 0,22), kymynsaTusHas 4acToTa peLuanBa
(KYP) — 0,46 (CO 0,12). Haumenee 6naronpusthbiil nportos saduxcu-
posan y nanuentos ¢ npoduiem IKZFlplus (BCB 0, p = 0,003, K4P 1,0,
£ < 0,001). Coxpanenve muHuMaIbHON OCTATOUHO GONE3HN K OKOHYAHUIO
MH/yKLMN PEMUCCHU HE OKAaBbIBAJIO CTATUCTUYECKHM 3HAYMMOrO BKJAJLA
B nporuos nauuentos ¢ OJIJI u nepecrpoitkamu CRLIF2.

3akaouenue. Cpe;u/l 00Cie0OBAHHON HaMU geTed C DB-n1uHeiHbIM
OJIJI Berpewaemocts nepectpoexk CRLEZ cocrasuaa 6,1%. Otn naunen-
ThI UMEJIN 3BHAYUTEIbHY K0 FEHETUYECKY IO TETEPOr€HHOCTb C OTHOCUTEIBHO
BBICOKOI 4aCTOTOM BCTPEYAEMOCTH MY TallMii FeHOB CeMelCTBa RAS u ns-
menenuit B PAX5, a Takske cHU KeHHbBIE TOKA3aTe/ U BLI)KUBAEMOCTU.

Kpasuoea A.A.', Koponeea [1.A."?, LLlenosa O.0.', baroea M.O.!, Maromepoea AY.!, Maproaun O.B.", TutenszoH E.C.!, Cy660tnn A.C3,
3sonkos E.E."?, MaHracaposa 4.K."2

MIOT-AIAIITUPOBAHHBIN ITPOTOKOJI TEPAITMIY ITEPBOM JIMHWY C BKJIIOUEHUEM HUBOJTYMABA /IS IEYEHWS TALTUEHTOB
C PACITPOCTPAHEHHBIMU CTAIUAMHN KIIACCUYECKOM JINMM®OMBI XOIXKHNHA

'®rBY «HMUL rematonormns Munsapasa Poceuu; 2OTBOY BO «Poccuiickuit yHnsepcutet meanumts» Munsapasa Poccun; *OIBY «HMULL onkonormmn um. H.H. broxunar
Munsppasa Poccuu

Beenenne. TpagnuoHHO MalMeHTHI ¢ PACIPOCTPAHEHHBIMU CTALHU -
mu kaaccuueckoit mumdomsr Xoaxkuna (PC-xJI1X) B nepsoit iunnu no-
ayuanu unrencususle BEACOPP-nopobubie pexxumsl B konnuectse 6—8
uuknos ¢ nyuesoii repanueii (JIT) Ha ocTatounoe obpasosaHue, uTo obec-
MeYnBasIo BbICOKYI0 3¢ (eKTUBHOCTD, HO COMPOBOMKAATIOCH 3HATUTETBHOM
TokcuuaHOCTbIO. [losBIIeHMe HOBBIX KJIACCOB TapreTHHIX IIPENapaToB U pas-
sutue [1OT-aganrtuposannbix nogxonos nossoauau orkasarscs or JIT,
COKPATUTh MHTEHCUBHOCTD U sauTesnbHocTb xumuorepanuu (XT) 6es mo-
repu apdexrusnoctu. C 2024 r. 8 DI'BY (HMMUL] remaronorun» M3 PO
nununnposan [19T-aganTuposanubiil 1poTOKOI NEPBOI JIMHNY € BKIIIO-
uyeHnem HUBoaymaba B ¢puxcuposannoii nose 40 mr (N40), ocHosanmbLii
Ha geackananuu XT un orkase or JIT npu pocrmskennn pansero nonnoro
merabonuyeckoro orsera (I10) y naunenros ¢ PC-xJIX, uro nanpasneno

TO6J1VILI,O. XGpGKTepMCTMKO NAUMEHTOB, BKJIIOYEHHbIX B MPOTOKON
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Ha CHUYKeHMe KyMyJSITUBHOH TOKCMYHOCTH Mpu makcumusauuu sddex-
tusnoctu (NCT07209059).

Hens paGorsr. Ouennrs addextusnocts n Gesonacuocrs [1OT-
a/laANTUPOBAHHOI CTPATErNU C BKJIIOYEHUEM HUBOLYMaba 1 UCKIIOYeHnEM
JIT y nepsuunbix nanuenros ¢ PC-xJIX.

Marepuanbt u meroasl. B uccienosanue sriiovenst 30 nepsuunbix
nauuentos ¢ PC-xJIX, nonyuapmnx neuenne 8 PI'BY HMUIL rema-
ronorun» M3 PD B nepuop 09.2024-11.2025. Cxema nporokosna u uc-
XOJHble XapaKTEPUCTMKM IALMEHTOB IpPEACTABJEHbl Ha pUC. M TabJL.
coorBerctBenHo. [lporoxon Brirouaer 2 umHAaykuuoHHbIX nukaa N40-
EACOPD-14. Ilpu goctuskenun noanoro meraboanueckoro orsera (I10,
[19T-2 DSI-3) nposomsarcs 2 xonconupaumonusix nukiaa N40-AVD,
npu ero coxpanenuun (I19T-4 DSI-3) — 2 seepenus N40 1 pas B 2 ne-

penu. Ilpu DS4-5 nocse 2x muaykumu npoposxaior
tepanuio 10 6 nukiaos N40-EACOPD-14. Orser ouenusa-
ercs o kpurepusm LYRIC (ITOT-2/4/6), nexenarenbuvie
asnenuss — no CTCAE v5.0.

Peayabrarst u o6cyxpaenune. Ha moment ananusa 20
HNALMEHTOB 3aBEPLIMIIN JIeYeHHe, 5 NaLMeHTOB HAXOATCS
Ha dTale MHAYKIMHY, 5 NAIMEeHTOB — Ha OTale KOHCOJM-
naunn. [locae 2x mapyxkuuu IO mocrurnyr y 22 us 26
nauuentos (88%), HO (DS4) — y 3 naunenros. 1o okon-
yanuu tepanuu 11O ycranosnen y 20 us 20 nanuenros
(100%). JIyueBas Tepamust He BBIIOJIHEHA HU OLHOMY Ia-
uuenty. Ilo cocrogumio na 11.2025 um opHoro cayuas
[IPOrpeccuy He 3aperMCTPUPOBAHO; BCE MALUEHTDI, 3aBep-
LIMBLIME TEPANUIO, OCTAIOTCS B PEMUCCHU; MaKCHMaJlb-
Hbl cpok Habawopenus — 12 mecsaues. [lepenocumocts
Tepanuu yAOBJETBOPHUTE/bHAS. DOJBIIMHCTBO 3aperu-
crpupoBaHHbIX HexesareapHblx ssiaenuit  (HS) co-
orsercrByor 1-2 cr. Yacrora mneittponenun 3-4 cr.
cocrapaser 17%, debpunbnoit neiitpomenun — 10%,



MHPEKIMOHHDBIX OCT0KHEHUH M Hapylue-
HUIl CPOKOB INpPOTOKOJA HE 3aperucTpu-
Tpancdysuonnas nopmeprkka
He norpeboBanack HM B OQHOM CJjyuae.
Nmmynoonocpenosanusie H 3 cr. passu-
aucs y 3 nauuenros (10%): tupeonpur (12 =
2, OOMH B COYETAHMM C MMMYHOOIIOCPELO-
BAHHON mNOJMHEHponaTueit), NepUapTpUT
(ﬂ = 1); BO BCeX C.Hyllaﬂx }:LOCTV[FHyTO Kyl_[l/l-
posanue cumnromos npennusosonom (0,6
Mr/kr) 6es npepblBaHUS JeUeHUS.
3akouenne. Takum obpasom, nepenu-
ubie pesyabrarel 1O T-apantuposannoro
NpOTOKOJA C BKJIOYEHHEM HHUBOJymaba
B tepanuu PC-xJIX ngemoncrpupyior Bbi-
cokyto addexTUBHOCTD M GraronpusTHBIH
npoduab TOKCUYHOCTH, MOATBEPKAAS BO3-
MO>HOCTh OesonacHoit aesckananuu XT
u orkasa or JIT y nanuenros, gocrurmmx

pansero [10.

poBaHo.

entos ¢ PC-kJ1X

MPUNOXEHME 1

Puc. M3T-apanTMpoBaHHbI NPOTOKON TEPANUM NEPBOM IMHMM C BKITIOYEHMEM HMBONYMABA ANS NEYEHMs NaLu-

Kpobuteu U.U., LLlanosa A.1O., boaposa H.H., Manyuaposa K.A., Tasposckas C.B.

OIONNBKU TUITUPOBAHU S AHTUTEHOB SPUTPOIIMTOB ¥V ITAITMEHTOB OHKOTEMATOJIOTUTYECKOT' O ITPO®UJIA
DIBY «PocHUNTT OMBA Poccum»

Beepenue. B ycnosusx @I'BY «HNMU remaronorun u rpancdysuo-
norun @MBA Poccun», roe sagaym IMArHOCTUKY U JIEYEHUS TeMATOJIO-
rUUecKuX 3a00JeBaHUl TECHO TIeperIeTaloTcs ¢ TpaHcy3UONOrMIeCKUM
obecneuenuem, ournbxu runuposanus ABO/Rh npeacrasnsior knnnnye-
cku sHaunmylo npobuemy. Kpome toro, orcyreryer oomen undopmaru
mesxny pasanunbimu JIITY. AxryansnocTs Tembl onpeaensiercst Heobxo-
IMMOCTBIO ObeCcredeH st MMMy HOJIOI'MYeCKOM 6esomnacHoCTH Tpchcbysm‘/’l.

Ieas paGoTsl. AHaIU3 MPUUNH HECOOTBETCTBUSI PE3YJILTATOB THIIH-
posanus anturenos cucrembl ABO/Rh y nepsuunbix u nosropubix nauu-
€HTOB C MCIMOIb30BAHMEM MEXK AUCIUIIMHAPHOTO MOAXO/A.

Marepuanbt 1 meToabl. AHAIN3 NPUYUH HECOOTBETCTBUS PE3YJIbTa-
ToB Tunuposanus anturenos cucrembl ABO/Rh y nepsuunbix u nosrop-
HBIX MAIMEHTOB C UCMIOTb30BAHUEM MEKUCIUTIITMHAPHOTO MOAXO/A.

Peayabrarst u obcyskaenue. 3a nepuon ¢ 2020 mo 2025 rop Gwuto
nposeseno Beero 8750 uccnenoBanuii, oUMOKY MPU TIEPBUYHOM ONpese-
JIeHUM B KIMHUYECKUX NOApasaeseHusx soasienst B 131 cayuae (1,6%).
Ownbxu cBsizaHbl: €O CHUYKEHHOI akcnpeccun — 58 cayuaes (44,27%);
nepenytoiBanne — 1 (0,76%); orcyTcTBHE MEpBMUYHOrO OnpeneseHUs —
20 (15,27%); xumepa — 1 (0,76%); rexunueckne ommbru — 51 (38,93%).
Kpome roro, nz 2500 nepeuuHbIX NalMeHTOB BHY TpU1abopaTopHbIe HeCo-
OTBETCTBUSI TUIIMPOBAHUS AHTUTEHOB SPUTPOLUTOB CBS3AHbI C TpaHCy-
3MOHHBIM xuMepuamom — 80 ciyuaes; MOCTTPAHCIIAHTALIMOHHBIM XU-
mepusmom — 24 cayuas. B nocrrpancniantaunonnsiii nepuon gpenorun

OTpe/esca B IMHAMUKE C OLEHKOH MPOLEHTa JOHOPCKUX XMMEPHBIX
SPUTPOIMTOB, KOTOPBIH HMMeJ KJIOUeBOe 3HAYeHue AJsl TpaHcdyawii
KOMIOHeHTOB kpoBu. llpu TpancdysmonHOM XMMepusme KOJMYECTBO
XUMEPHBIX 9PUTPOLMTOB HE BJMSJIO HA WHTEPIPETALMIO PE3YJIbTATOB
u TpebOBAJIO MOATBEPIKAEHUS MOJEKYJSPHO-FEHETUIECKUMU MeTO/a~
mu. [lanmenTs! ¢ TpancdysnoHHBIM XMMEPU3MOM MOCTYMAIN U3 APYTUX
JIITY Ges yxasauus denoTuna nepenuTsix sputpountos. Pacxoxenus
npu 1abopaTOpHOM ONpefeNeHUH y MePBUYHbIX MALUEHTOB 00ycJI0BIIe-
Hbl HAJMYMEM XMMep, BKJII0Uas ecTecTBeHHble (POPMBI U TPUOOpeTeHHbIe
nocae anno-TT'CK, nepenyrbiBanuem npobupku u oTCyTCTBUEM NEPBUY-
HOTO ompepeneHus (IePenUCbIBAHNE U3 MeJULIMHCKON LlOKyMCHTaLlVIVI).
B oraenbHbIX cilyuasx pesyJbTaT TUIMPOBAHUS U3MEHSICS U3-3a 0C1a06-
JIeHU Sl 9KCTIPECCUU AHTUTEHOB MM NPUObpeTeHHbIX (PEeHOTUNNYECKUX Ba-
puantos. [loBTopHoe onpenenenue uz MPOOGUPKM MO3BOJSNO UAEHTUU-
LIMPOBaTh, Ha KAKOM dTalfe MapIUIPyTU3aluy TPOM30IIIA OLIMOKA.

3axawouenne. B PocHUUI'T ®MBA Poccun tpancdysuonorus
U remaTosorus QyHKIUOHUPYIOT B €JAMHOM JAMATHOCTUYECKOM U Jeueb-
HOM MPOCTPAHCTBE, Iie TUIUPOBAHUE IPUTPOLUTOB TPeOyeT yuyera re-
MAaTOJIOTMYECKOr0 aHAMHE3a M NPEAIIECTBYIOLEH Tepannu. X1UMepusm,
CHUKEHHAsl 9KCIIPeCCHsl aHTUTeHOB M TeXHUYeCKUe ONOKU SBISIOTCS
BeAymwMMU npudnHamu pacxoxaeHuit. lenorunuposanne ABO u RH
PeKOMeHyeTCsl Kak 0043aTesbHbIH 9Tall P BHYTPUIabOpaTOpHOM He-
COOTBETCTBUHU.

Kpbinoea 91.B., Pepoposa J1.B., Kongakoea E.B., bertHaposuu A.B., CuupHosa A.I, Crenbmax J1.B., Bnacoea IO.10., Baiikoe B.B., lycak A.A.,
Muxainoea H.B., Kynarun A.[.

AJIJIOTEHHA A TPAHCIITAHTAIIM S TEMOHO3TUYECKHNX CTBOJIOBBIX KJIETOK ITOCIE TEPAIIMM BUCHIETUONYECKNMUA
AHTUTEJAMMU ITPU B-KJTETOYHBIX HEXO/IXKKMHCKUX JTUMOOMAX

DreY BO «[epabiit CankT-lNeTepbyprekuil rocyAapCTBEHHbIN MEAULMHCKMI YHIBEPCHTET Mern akagemuka M. I, Masnosa» Munsgpasa Poceun, HAW JOMUT um. PM. Topbaueson

Beepenue. Bucnennduueckne CD20/CD3 auturena (BcAT) pe-
MOHCTPUPYIOT BBICOKYI0 9¢pQeKTUBHOCTL NpHU pPeLUAUBUpPYOIUX/pe-
¢dpakrepusix (p/p) B-kaerounsix nexogxxunckux numpomax (B-HXJT).
Hoarocpounstii neuebusbii norenunan BeAT tpebyer yrounenus, a kiau-
HMYECKHe UCXOMbI B ciayyae HedadpeKTUBHOCTH Tepanuy Hey TeIUTeNbHBIL.
AnnorenHas TPaHCIJIAHTALMS T€MOIOITUYECKUX CTBOJIOBBIX KJIETOK (aJ1-
10-TI'CK) no-npesxnemy ocraercst KpaeyroabHbIM KAMHEM B JIEI€HUN.

Iens paGoTsr. [IpesctaBuTh pesysabTaTh JedeHUS PELMITMEHTOB aJ-
10-TT'CK npu p/p B-HXJI nocne repanun BeAT.

Marepuannt u meroasr. B HYIM JIOT'uT um. P.M. I'op6auesoii 6 na-
uueHTam ¢ pasiauuHbimu Bapuantamu B-HXJI nocne npepmecrsyromeit
repanun BcAT B pamkax nporpammbl cocTpafaTebHOrO AOCTyTIA OblIa

soinonnena amao-TT'CK. Kurouesas xapakrepucrnka manmeHTOB npep-
craByieHa B TabJI.

Peayabrarst u o6cysxaenne. Anno-TT'CK 6Gbina eimonnena 5 na-
nuentam B 110, gocturnyrsiit mu6o BeAT (2 = 3), nubo nocaenyroweii
tepanueii (7 = 2: G+Lena, VIPOR), | nauuenty — na dbone nporpeccumu.
Mepunana greit ot nocaenueit 1o3bl bcAT no anno-TI'CK cocrasuna 153
(34-197) nusa. Mepnana munuit no anno-TTCK — 5 (3-7). Bee namuenTsr
HOJLy YN/ PEXXUM KOHAMIMOHMPOBAHUS CO CHMIKEHHOU TOKCHMYHOCTBIO,
Braouatommit gaymapabun + Gempamyctun. Ilpodunaxtuxa peaxumn
«rpancrianTar nporus xossuna» (PTIIX) ocnosana na nocrrpancnian-
ranuontom uukiaodocdamuge. Ciyuaes NepBUUHOrO HENpPUIKUBJIEHUS
He otmeueHo. Ha moment ananusa npu menuane nabmopenus 22 (6-36)

53



| TEMATONOTAS U TPAHC®OY3MOMOTUS | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2026; TOM 71; Ne2 |

mecsana y | maumenta B pannue cpoku nocie aniao-TT'CK 6euto saduk-
CHPOBAHO MPOrPECCHPOBAHME, HO clenyeT otmeTuTs Hanunuue [13 npu ee
soinonHenun. Ha ¢one xomMbuHALMU pasnuuHbIX TepaneBTHUECKUX OIl-
uuii koucratuposano pocrmxenue 110, koropeiit coxpansercs Ha TeKy-
WM MOMeHT. 3afloKyMeHTUpoBaH | ciyyait neranproro Ha +183 ot un-
(i)eKLU/IOHHbIX ocnoxuenuit y nanuenta B [10. Passurue ocrpoit PTIIX
JIerkoi creneHu ObLIO OTMeueHO y | malnueHTa, KynUpoBaHHOE MECTHON
tepanueit. Xpounueckas PTIIX cpeaneit crenenn sadukcuposana y 2
nauuentos nHa [{+170 u [1+350, apdexTno xouTponupyemas HasHadeHu-
em pyxconutnnuba u nbpyrtunnba. Crexrp nHpeKIMOHHBIX OCIOMHE-
HUIi Pa3HON CTeNmeHM TSXKECTH IPe/CTaBJIeH OaKTepUabHON, BUPYCHOH,
rpubkoBoii atuosorueir. Tsenbie MHPEKIMOHHbIE OCTOKHEHUS, TOTpPe-
GoBaBIIMe Ha3HAUEHMS CUCTEMHOI MPOTUBOMUKPOOHOI Tepamuu mupo-
KOTO CIIEKTpa JeHCTBHUSI, B TOM YMCJIE U3 TPYIIIBI pE3ePBa, PeJCTaBIIeHbL:
cencuc — y 1, Gakrepuemust — y 3, NHEBMOHM S CMEIIAHHOI 9THONOTUU —
y 4, cunycur — y 3, Bupycnas peakruanus — y 4. Bce coberrus ycneurno
paspeLIeHbl, KPOME CJLyuast C JIETAJbHbIM UCXOA0M.

3axmouenne. OnrumasbHas TaKTHKa BeAeHMs NAUMEHTOB C p/p
B-HXJI mocae repanuum BcAT moka He ompenenena, a BO3MOKHOCTH
COBpeMEHHbIX METO/IOB JieueHUs orpaHudeHsl. [lo cux nop amckyrabe-
JIeH BONPOC O HEOOXOAMMOCTM KOHCOJIMAALMM PEMHUCCHMM C MOMOLLBIO

anno-TI'CK nocae BeAT. Tpebyercs nanbneiimuii Habop AaHHBIX, OLEH-
ka 9¢peKTUBHOCTH U 5e30MaCHOCTH Tepanuu ¢ AJUTENbHBIM MEPUOAOM
nHabrofenusi, B rom uncie rnocse aano-T1TCK.

Tabanua. Knioyesas xapakTeprucTKa NAUMEHTOB

Knuhnko-naboparopHeie napamerpsl Tpynna uccneposakus, n =6

[uarxos:
MKN 2
MMBKT 1
Curppom Puxtepa 1
®J1 ¢ HeOBbIHBIMU LIUTONOTMHECKMMM HEPTAMA 1
Knaceuyeckas ®J1 1

47(28-63)

Meauana sospacta, net (ananason)

Mon
MyxuuHa 4
KeHwmHa 2

Bapuant BcAT
Tnodutamab 5
Mocyhetysyma6 1

Ortser Ha bcAT
Monbii
YacTuunsiin
Mporpeccus

— N w

Tepanus npu Heygaye bcAT
Pola-BR 1
G+lena 1
VIPOR 1

Kyra M.C., 9ctpura M.A., Cumanosckas M.C., Anancknin AJ1., Nesuoe [.3., Kynarun A L.

TEHAEHINS K YBEJIMYEHNIO BO3PACTA JOHOPOB 'EMOIIOOTMYECKMX CTBOJIOBBIX KJIETOK 1 BO3MOXKHBIE ITYTU
OMOJIOXKEHN A IIOTEHIIMAJIBHBIX JIOHOPOB OEJIEPAJIBHOT'O PETICTPA JIOHOPOB KOCTHOI'O MO3TA

PreY BO «[epsbiit Cankr-lNetepbyprekuil rocyaapcTBeHHbIN MeSULMHCKMIT yHUBEPCHTET MMern akagemuka M. T Masnosa» Munsgpasa Poceun, HAW OOMT um. PM. Topbayeson

Bsenenne. Ha cerogus tpancmiantauns remMonodTHYECKUX KJIETOK
(TTCK) ocraercst HeoOXOAMMBIM M BOCTPeOOBAHHBIM METO/OM Jieue-
HUS pSAfia OHKOTEMATOJOTMYECKMX M HE3JTOKAYECTBEHHBIX TE€MAaTOJOTH-
yeckux 3aboseBaHMil y MAIMEHTOB BCEX BO3PACTHBIX Tpymm. Eskeromamo
B POD pacrer TpaHcniaHTanMOHHAs aKTUBHOCTb M yBEJIMYMBAETCS YHC-
JIO TPAaHCIIAHTALMOHHBIX LEeHTPOB. MeXayHapogHbll KIMHUYECKUI
Y HayYHBLI OIBIT BEyIMX TPAHCIIAHTALMOHHBIX LIEHTPOB IIOKA3aJI 3Ha-
anmocts ncxona TT'CK B saBucumocTn o Bodpacra aamoreHHOro JoHOpa.
CoOOTBETCTBEHHO BO3pAcCTaeT HEOOXOAMMOCTb He TOJBKO B YBeJUUEHUU
YMCJIEHHOCTH NOTEHIUANBHBIX AOHOPOB B (pe/lepabHOM PerucTpe J0HO-
pos xoctHoro mosra (DPIIKM), o u «<omonosxenus» JOHOPCKOrO KOHTHH-
reHTa.

Ilens paGorsr. Ouenka napameTpoB aJUIOreHHBIX HEPOACTBEHHBIX
nonopos n3 OPIKM, npoweamnx 3aroToBKy reMonosTHYECKHX CTBO-
noseix kiaetok (I'CK) B kamnuxe HUM OOI'uT um. P.M. T'op6auesoii
B 2022-2024 rr.

Marepuanbt u meroppt. B nepuon 2022-2024 rr. 8 xnunuke HUN
JAOT'uT um. P.M. I'op6auesoii 6110 Boinoaneno 1388 TT'CK (456 TT'CK —
2022 r., 446 — 2023 r., 486 — 2024 r.). 933 TI'CK 6bL111 BHIIOTHEHBI OT aJI-
norennbix goHopos. Vs mux 396 anmorenuvix TI'CK Gbian Boimoanens:
OT HepoACTBeHHbIX A0HOPOB, 348 (87,9%) us Hux — or poccuiickux mo-
nopos u 48 (12,1%) — us mesxpynapoauoro perucrpa. Ormeuaercst TeH-
menuus Kk cHrokennio koanuectsa TI'CK ot nonopos us mexxaynapogsoro
perucrpa c 12,6% B 2022 r. no 9,8% B 2024 r. B nanusiii nepuon B xannu-
ke HWU JOTI'uT 6buin Beinonnens: saroroBku tpaHcmianraros ot 199
HEPOACTBEHHBIX POCCUHCKUX AOHOPOB /IS IALMEHTOB KJIMHUKY U APYTUX

TPaHCIUIAHTALMOHHBIX LeHTPOB, us Hux 133 nonopa LED (90 (67,7%) —
nus nauuenros kaunukun HUW JOI'uT; 43 (32,3%) — us npyrux nen-
tpoB). Vs uux 100 my>xuun u 99 sxenmumn. B 2022 r. menunana Bospacra
nonopos 'CK cocrasuna 34 ropa (23-51 ron), B 2023 r. — 37 ner (23-52
roza), B 2024 r. — 36 ner (20-59 ner). B 2022 r. 55,4% (1 = 30) cocraBnsiu
nonopst 1o 35 aer, B 2023 r. — 39,7% (n = 25), 82024 r. — 40,7% (1 = 33).
B 2023 1 2024 rr. Hanbonee MHOrOUNCIEHHOI FPY IO SIBJISINCE JJOHOPBI
B Bogpacte 36—40 net (2023 r. — 34,9%, 2024 r. — 37%), 8 2022 r. — nono-
pot B Boapacte 31-35 ner (27,7%). Cpenn nepoacrsennsix nonopos ['CK,
JIOHOpPaMU KPOBU WJIU e KOMIOHEeHTOB siBasiauck: B 2022 r. — 74,1% (2 =
40), 8 2023 1. — 76,2% (1 =48), 82024 r. — 90,2% (1 = 74).

Peayabrars u o6cysxaenne. OTmeuaercs TeHAEHIMS K yBeIUYEHUIO
Boapacra norenuuaasabix gonopos I'CK (2022 r. — crape 35 ser 44,4%,
2023 r. — 60,3%, 2024 r. — 59,3%). MuorouunceHHble MesKLyHAPOAHBIE
HCC/Ie[IOBAHUST TIOKA3adU 3aBUCUMOCTh 3(hdEeKTHBHOCTH aJIOTeHHO
TI'CK or Bospacra nonopa. ns omonoskenus gonopos I'CK B cocrase
DOPIKM 1 noHOpPOB KpOBM U €€ KOMIIOHEHTOB HEOOXOAMMO CO31aHUe
nporpamm UH(MOPMUPOBAHUS HaceJleHUs B bosee paHHem Boapacte (10
18 net). Oro nossoaut obecneunts ocosHanuocts Berymiaenus 8 OPITKM
¢ 18 et u omonopuT cocras norenunansubix gonopos I'CK.

3akiouenne. BajkHocTh pexkpyTmHra noTeHUMAJbHBIX [AOHOPOB
koctHoro mosra B MPIKM ne BbisbIBaeT COMHEHMS U SBISETCS LEPBO-
CTEeNeHHOI sajaveil [JIsl BCEX y4YaCTHUKOB MEAMLIMHCKOTO COODLIeCTBa.
ObGecneuenne cBoeBpemMeHHON MHDOPMUPOBAHHOCTH HACEJIEHUS O BasK-
HOCTM M GEe30macHOCTH JOHOPCTBAa KOCTHOTO MO3ra MO3BOJUT JOCTUYb
maxcumaibHoro apdexra npu annorennoit TTCK.

Kysneuos lO.H., lony6osckas U.K., Beikosa T.A., Knumoea O.Y., Pyaakoea T.A., Ocunoea A.A., JTa6epko A.J1., byr [1.C., CMnpHosa A.T,,
Bnacosa [O.1O., Kynaruu A.L.

PE3YJIbTATBI AJIZIOTEHHOM TPAHCILIAHTALIMM TEMOIIO3TUYECKUX CTBOJIOBBIX KJIETOK ¥ B3POCJIBIX ITAIIMEHTOB
C BPOXJAEHHBIMU CUHAPOMAMU KOCTHOMO3I'OBOU HEJOCTATOYHOCTH

PreY BO «[epsbint Cankr-lNetepbyprekuin rocyfaapcTBeHHbIN MESULMHCKMIT yHUBEPCHTET MMern akagemuka M. T1. Masnosa» Munsgpasa Poceum, HAW OOMT um. PM. Top6ayeson

Beenenne. Ansorennas TpaHCIUIAHTALMS FEMONOATUYECKUX CTBOJIO-
Bbix KkyeTok (anno-TT'CK) aBasercs e1MHCTBEHHBIM pagyKaabHBIM METO-
JI0M KOPPEeKLMH FeMOI0a3a y NALMEeHTOB C BPOsKAeHHONH KOCTHOMOSIOBOI
nenocrarounocteio (BKMH), onnako GonbmmucTBO MccaenoBaHuii me-
MOHCTPUPYET MOBBILIEHHbI PUCK NPOLEAYPbl y NALUEHTOB BO B3POCIOM
BO3pacre.
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Ieas paGorb. Ouenuts pesyasratst amno-TI'CK y nauumentos
¢ BKMH Bo B3pocsiom Bospacre.

Marepnaast u meToapl. B ogHOIEHTpOBOE peTpOCTIEKTHBHOE MCCIERO-
BaHue 6bu10 BrtouenHo 14 naunentos ¢ BKMH, nonyunsmunx anno-TT'CK
B Bogpacre crapiue 18 ner. Menuana Bospacra GoJbHBIX Ha MOMEHT aJl-
10-TT'CK 25,42 roga (18,1-33,9 rona). Mepnana Bpemenn oT nocTaHOBKU



nuarnosa go aano-TT'CK cocrasuna 15 mecsues (4-119 mecsues).
Pacnpenenenne no Hososorusm: sBposkpeHHblii auckeparos (BI) — 5,
neduunr GATA2 — 3, anemns Dankonn — 2, anemus [laiimonga —
Brexdena — 2, taskenas BpoxcaeHHAs HeH-
rponenus (TBH) — 1, ameraxuoumnrapnas

MPUNOXEHME 1

JIETaIbHBIX MCXOMOB, OJHAKO SIBJSETCS 9 PEKTUBHBIM METOIOM KOPPeK-
uuu remornoasa. Tpebyercs nasbHelias onTHMU3a1LUS AJFOPUTMOB Jlede-
Hus B3pocabix nanuentos ¢ BKMH.

Tabnuua. Xapaktepuctuka naunentos (n = 14)

TpOMGOLU/ITOHeHI/IH — 1. Tlokazauusa x aj- ) Bospacr KM PeX1m KOHAMUMOHNPOBAHMS, Mpodunaxmka PTTIX, goss |y — Knetouocte .
N2 | (net)/ | Ouarwos #03bl NpenapaTos tpancnnaxtata CD34
1o0-TI'CK: TpELHC(bOpM&LU/IH B MUEJOIUC- non cTaryc (mt o1 anno-TTCK) npenapatos aku ot anno-TICK TPAHCANAHTATA [x10%6 /kg]
nnacruueckuit cunapom (MIAC) — vy 7 [ 3m Bl AA Flu, 120 me/w? (c -6 10 -3) Thymo, 10 mr/kr (c -5 no-2) MRD/ 35
NalMeHTOB, OCTPbIA MMUEJOUIHBbIN JIeHKO3 Cy, 1200 mr/m? (c -6 no -3) CsA (c-1 ans) KM
MMF (c +1 gns)
(OMJI) — y 1, raskenas unronenus c sasu-
o 6. T 2 33/M B mac Flu, 120 mr/M? (c -6 no -3) ATG, 120 mr/kr (c-6no -3) MUD/ 4,8
cumocTsio ot Tpancdysuit — y 6. Tun gono- Cy, 1200 mr/M? (c -6 no -3) CsA (c-1 ans) MCKK
pa, XapakTepuCTUKa TPaHCILUIAHTATa, PEeXXU- MMF {c +1 ans)
Mbl KOHAMLIMOHUPOBAHUS U npo(i)y[,na}('rn}cn 3 33/M B[ AA Flu, 120 mr/m? (c -6 no -3) ATG, 60 mr/kr (c-8 no-7) MMUD/ 7.4
Cy, 1200 mr/m? (c -6 no -3) Cy, 100 mr/kr (+3, +5) NCKK
PTIIX orpasens B tabauue. Meanana spe- Coh (c -1 avs)
menu Habmomenusi ¢ momenra aso-1TCK MMF (¢ +1 ans)
cocraBuaa 18 mecsanes (1-135 mecsues). 4| 27/X B AA Flu, 120 mr/M? (c -6 no -3) Timo, 7,5 mr/xr (¢ -5 no -3) MUD/ 6,5
Cy, 1200 mr/m? (c -6 no -3) CsA (c-1 ans) MCKK
PesyanaT;,I u obcysxaenne. Y 13 uz 14 MMEF (c +1 i)
naumentos (93%) sadukcnposano npwxms- [T /M B]] oMl Flu, 150 mr/m? [c -6 10 -2) Cy, 50 mr/kr (+3,+4) MUD/ 5
JIeHUEe TpaHCIJIaHTaTa. [Tonubrit JIOHOP- Treo, 30 mr/m? (c -6 no -4) Benda, 100 mr/m? (+3,+4) MCKK
CKMI XuMepuam ROoCTUrHYT y 12 GoabHBIX. MTIQ(FC(ZE?ILL)
lManmenry ¢ TBH norpe6osanack nosrop- [ 29/M | GaTA2 | Mmac Flu, 180 mr/ (c -7 no -2) Cy, 100 r/xr (+3, +4) MUD/ 23
nas anno-TT'CK BBuny nepsuunoro nenpu- Bu, 8 mr/kr (c -4 no-3) Tx [c +5 ars) KM
skusiaenust. CilyuaeB oTTOp)KeHUMsI TpaHc- MMF (e +5 as)
7 19/M GATA2 mac Flu,180 mr/m? (c -7 no -2) Cy, 100 mr/kr (+3, +4) MMUD/ 2,2
l'IJIaHTf.Ta He Gbuto. Kymynsarusnasa wacrora B, 10 m/er [c-3 70 3] Telets am) KM
OCTPOM pEAKIUMN «TPAHCIJIAHTAT IPOTUB MMEF (c +5 nns)
xosstmna» (II-IV) n xpommueckoit (cpen- |8 | 18/m | GaA2 | maC Flu, 180 mr/m? [c -7 no -2) Cy, 100 mr/xr [+3, +4) MUD/ 692
Hel—TsKeJaol crenenn) cocrasuaa 36% Bu, 8 mr/xr [c-4 o -3) MTA);\EZC(+5+§H“) ) nCcKK
c+5 phs
(95% CI 13-59%) x 160-my mrio u 29% (95%
0 9 23/X AB AA Flu, 150 mr/m? (c -6 no -2) Cy, 100 mr/kr (+3, +4) MUD/ 4,21
CI 9-52%) x 12 mecsmam COOTBETCTBEHHO. Bu, 8 mr/kr (c -4 no-3) Tx [c +5 aws) mcKK
3aduxcuposan ofuH ciyuail pasBUTHS OH- Thio, 8 mr/kr (-6) MMF (c +5 gus)
KOJIOTMYEeCKOro 3a00JIeBaHU ST 4yepes 5 ner 10 18/X ALlb YKKA Flu, 120 mr/m? (c -6 no -3) Alem, 30 mr (-6) MUD/ 7,6
N Cy, 1200 mr/m? Tx (c -6 ana) MCKK
or amno-TT'CK — mnuockoxmerounsiit pak (c-610-3) MMF (c -6 ass)
koxxu (n vitu y naumenra ¢ BII. Obwas soi- [ 17 20/m AD | MAC | Flu 120 mi/wl (-5 m0-2) ATG, 60 mr/xr [c 7 10 -6) MMUD/ 81
>KUBAeMOCTh B TedeHMe | roma cocTaBuja Cy, 40 mr/xr [c-5 no -2) CY'CSjOAMr/K]r (+3, +5) MCKK
62% (956% CI 31-82%). Ilpuunnsr cmepru: M;AF((CC-_:;T:,)I)
cencuc (2 = 3), esyaOUHO-KHLIEUHOE KPO- | 13 33/M AD MJC Flu, 150 mr/m? (c -6 no -2) Thymo, 7,5 mr/xr (c -3 no -1) MRD/ 3,2
BoTeuenue (1 = 1), kpoBOMBNIUAHUE B TOJIOB- Cy, 40 mr/kr [c -5 no -2) CsA (-1 ams) KM
o MMEF (c -3 ans)
Hoit moar (7 = 1). ¥ Bcex manumentos ¢ MJIC ;i : e ] e, /
13 21/M TBH MAC Flu, 180 mr/m? (¢ -7 no -2 Cy, 100 mr/kr (+3, +4 MMUD, 8,2
u OMJI nocae anno-TT'CK 6buna pocruruy- By, 10 mr/kr [c 5 10 -3) Ruxo (¢ +5 ps) NCKK
Ta peEMUCCHUs, PELUMBBL K MOMEHTY aHAJIM- Flu, 120 mr/m? (c -5 no -2) Cy, 50 mr/kr (+3, +4) Haplo/ 6,8
3a HE JOKYMEHTHUPOBaHBI Cy, 1200 mr/m? ¢ -5 no -2) Benda, 100 mr/kr (+3, +4) MCKK
3axiouenne. [Iposenenue anno-TI'CK MT;vﬁéc(:‘ES’l:iL)
y nmanmenrtos ¢ BKMH 8o sspocsom sos- 7 19/M | CAMT AA Flu, 150 mr/m? [c -6 10 -2) Cy, 100 mr/xr [+3, +5) Haplo/ 15
pacre accoMUPOBAHO C PUCKAMU PAHHUX Treo, 42 mr/m? (c -5 no -3) Siro (c 0 ans) KM
Thio, 10 mr/xr (-5) MMEF (c +1 gns)
KysbmnHosa X.A.

AOOEKTUBHOCTbh KOMBUHIPOBAHHO TEPAIIY PUTYKCHMABOM 1 MUKO®EHOJIATA MOD®ETHJIOM ¥ JIETEN
C AYTOUMMYHHOW TEMOJIUTUYECKON AHEMUEI

DreY «HMML AFrOW um. Omutpus Poravesa» Munsgpasa Poceum

Beepenne. Ayroummynnas remoaurnueckas anemus (AVI'A) umeer
BBICOKYIO BEPOSITHOCTD PELUANBHUPYIOILETrO TedeHust. Tepanueii nepsoi iu-
HMU OCTAI0TCS TUTIOKOKOPTUKOCTepoussl. B pedpakrepubix k cTanmapTHoit
Tepanuy U peluANBUPYIOIUX CILydasiX naluenTam Tpebyercs nogbop nm-
MyHOCYTIPEeCCHBHBIX PENapaToB /lsl A0CTHKeHUs pemuccuu. Putyxcumab
(antu CD-20) mupoxo ucrnonp3oBasics OHUM U3 EPBBIX [JIsI JIEYEHU S Pe-
dbpaxreproit AVIT'A ¢ Bricokoii abdextusnoctsio (79%). Muxodenonara
modperna (MMD) ymenswaer npoaudepanuio T- u B-numdounros u tak-
>ke MOKasblBaeT Xopoulyo 3¢p¢eKTUBHOCTb NPU UMMYHHBIX LIUTONEHUSIX
(80%). Onnaxo orBer na MM® BosHMKaeT MOCTENEHHO, IOITOMY B OCTPOI
dase remonusa o6pruHO TpebyeTcs Gosee arpeccUBHAS TEPATIUSL.

Ieas paGoro. Ouenuts addextuBHOCTs  KOMOUHMPOBAHHOM
repanuu puryxcumabom 1 MM® npu AVITA.

Marepuanbt u meroabl. Perpocnextusnas onenxa spdextTusHOCTH
Tepanuu u AaurenabHocT pemuccuu y naunentos ¢ AVT'A, nonyvasumx
BO 2 u Gosee muHUAX MoHOTepanuio putykcumabom, MM® u kombunu-
POBaHHYIO TEPAIIUIO.

Peayabrarnl n obcyskaenue. AHanusupyemble NaHHblE ObLIM pas-
AeJeHbl Ha 3 Tpymmbl Ajst cpaBHeHus. l-a rpynma — 35 nauueHTos,

MOJTyYaBUIMX MOHOTEpaIuio putykcumabom B gose 375 mr/m?, kype 2-7
BBefeHui. Y aByx naumentos (5,7%) nmenan mMeCTO ajulepruuecKue pe-
aAKIMM Ha BBEAEHWS, HE IMO3BOJIMBIIME NPOAOKUTH Tepanuio. OTser
Ha putyxcumab mnoxasanu 26/35 naumentos (74,3%), us koropsix 17
(65%) coxpanuaM pemuccHIo ¢ MEAMAHON NPOROJLKUTENbHOCTH 9 Mecs-
nes (mun 1 mecsan, max 11 ner). 2-a rpynna — 22 nauuenra, nosydas-
wux monorepanuio MMD s nose 30-50 mr/kr/cyr. Opun nanuent (4,5%)
UMeJT POSIBJIEHUs] KUIIEYHOH TOKCHYHOCTH, OfIHAKO 3TO He MoTpeboBasio
ormensl stevenust. OrBernnn na tepanuio 17/22 nauuenros (77,3%), cpe-
au koropbix 16/17 (94%) coxpanuau pemuccuio ¢ MeaUaHON MPOAOJIKU-
teasnoctu 10 mecaues (mun 1 mecsn, max 6 aer). [lpu atom 2 nanuenra
coxpaHsT pemuccuio nocse ormensl repanun MMO B reuenue 2,6 u b
JIET COOTBETCTBEHHO. 3-s1 Ipynna — 27 HalUEeHTOB, HOJLyYaBLUIMX KOM-
GuHMpoBaHHy0 Tepamnuio putykcumab 375 mr/m’ xype 2-6 BBemenmit
u MM® B noze 256-50 mr/kr/cyT. ¥ 1 naumnenTa ormMeuaance nposiBjaeHuUs
rokcuunocru repanun MMD (3,7%). Orsernnn na repanuio 100% nanu-
€HTOB, pemuccuio coxpanuiu 26/27 nanuentos (96%), meauana anurennb-
HOCTH COXpaHeHus pemuccus cocrasuia 18 mecsnes (mun 1 mecan, max
5 net). CoxpaHsI0T peMUCCHIO TIOCJIe 3aBepLIeHts TePauu 5 nauueHTos
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¢ aauTeabHOCTBIO OT 1 Mecsina 1o 3 ser. Cratnernyeckn 3HaUMMON pasHu-
LBl B 4aCTOTE OTBETOB MeskAy 1-it u 2-i rpynnoii ue Boissaena (p > 0,05),
Ipy 9TOM B IpyHIle 3 OTBEYa/]N HA TEPANMIO 3HAYMMO 4alue, 4em B 1-i
n 2-it rpynnax (p < 0,001). Takske Gonee gnurenbHas pemuccust OTMeueHa
B rpynne 3 no cpasienuio ¢ 1-it u 2-it rpynnamu nauuenros (p < 0,001).
IlepenocumocTs Tepanuu yaoBJeTBOpUTE/IbHAs, C HU3KOH 4YacTOTOMH

TOKCHYHOCTH, CONMOCTABMMON BO BCEX IPyININax, KOTOPas B OCHOBHOM
He TpeGyeT CMeHbI penapara.

3akaouenne. Hasnauenune xombGuHMpOBaHHONH MMMyHOCympec-
cuBHOIT Tepanuu putyxcumabom u MM® spaserca soicokoaddex-
tuHbiM Metogom tepanuu AVII'A u nossonsier goctuus anurenbHOM
pemuccuu.

Kykcnna E.B., Xuueea IA., XXemapura U.B., Kynpsiwwos A.A.

PAHHEE ITPUMEHEHUE ITPEITAPATOB XXEJIE3A ¥ BOJbHBIX C YMEPEHHO KPOBOIIOTEPEN IIOCJIE OIIEPALTUIA
C UICKYCCTBEHHBIM KPOBOOBPAIIIEHMEM

DreY «HMULL CCX nm. AH. bakynesa» Munsgpasa Poccum

Beenenne. Anemus BCIeACTBYE KPOBOMOTEPH B MOCJIEONEPALIMOHHOM
[EpHO/e OCTAETCS LIMPOKO PACIPOCTPAHEHHBIM M KJIMHUYECKM 3HAUU-
MBIM COCTOSIHUEM y ALIMEHTOB, IePEHECIINX KaPAUOXUPY PrUYECKHE BMe-
waresnbcrBa. Hecmorps Ha 9acTylo BCTpedaemMoCTs, IOC/IEONEPALMOHHAS
aHeMus 0JITOe BpeMs BOCTIPMHMMAJIACH KAK BTOPUYHOE, HensbeskHoe siB-
JIeHUE, & IIPUBLIYHbIM U €/lHHCTBEHHBIM METO/IOM €€ KOPPEKLMY SBJISETCS
TpaHcdy3ust 9pUTPOLIUTOB, HECYLIAst 32 COOOI1 MOTEeHIMATbHbIE PUCKHU.

Ilens paGorpr. Ouenuts posns apmakoTepanuu BHYTPUBEHHBIMU
npenapaTamy >KeJiesa B BOCCTAHOBJEHUU 9PUTPONOS3a B PAHHHME CPOKH
[0CJIe Onepanuu.

Marepuans: u meronsl. B npocnexrusHoe pangomMusnpoBaHHOe Kiu-
Huueckoe uccaenosanue priaodeno 200 B3pocabix nauuenTos, 6es ane-
MMM, C NUIAHOBOI NEPBUYHON KapAMOXUpPYprueil, kpoBonorepeil Gosee
500 ma. IlanuenTsr pasaenensl Ha 2 rpynmbl: ¢ PAHHUM MOCJIEONEPALIH-
ounbim snevennem 500 mr skenesa kapbokcUManbTO3aTa B IEpPBble CyTKU
nocJe onepanuu U rpynny koutposas 6es sedenus. Ouenusanaco 6es-
ONACHOCTb 1 B3aMMOCBSI3b CPOKOB MPOBOANMON TEPANIMKU C U3MEHEHU MU
napameTpOB reMOI0d3a.

Peayabrars n o6cysxaenune. B rpynme nanuenTos, nosy4nsmmx sHy-
TPUBEHHOE JKeJe30, MeMaHa KOHLEHTPALUM reMorobuna bpuia 3HaYMMO
BbiLe B 3, b 1 7-e cyTku noceonepanuontoro nepuoaa (p = 0,019; p < 0,0001;
p < 0,0001). ITpupocr xoHuenTpanuu remorao6MHa K BBIIMCKE U3 CTALlU-
onapa cocrasun 13,6 v/n (p = 0,048). B nocneonepaunontom nepuone ot-
MeueHBI CyIIeCTBEHHbIE PA3IMYHsl B AMHAMUKE IIOKA3aTe el SpUTPOIod3a
MO CPABHEHUIO C KOHTPOJIBHOU rpynnoit. Ha 3-u cyTku nocroBepHbix pas-

auuuii B yposre Ret-He mesxny rpynnamu ne soisasaeno (29,05 [31,0-27,43]

vs 28,2 [26,6-30,6] nr, p = 0,072), B To Bpems kak Ha 5-e CyTKM 3HaYeHUs
Ret-He 6buiu sHaunmo Beiule y nanuenTos, nomyuasmux sxeneso (33,0
[30,9-34,9] vs 29,3 [27,3-32,2] ur, p < 0,0001). [Jonst peTuxynonuros raksxe
GbL1a BblLe B rpynne jgevenns Ha 5-e cytru (3,09 [2,43-3,89] vs 2,77 [2,07—
3,48]%, p = 0,022). Delta-He na 5-e cyTku B rpynne neuenus cocraBuia
5,6 [3,6-6,4] nporus —0,4 [-2,5...-2,7] ur B rpynne xourpoas. [To nanusim
JMCTIEPCUOHHOTO aHAJIM3a C TIOBTOPHBIMM u3Mepenusamu nisi Ret-He u no-
KasaTelleil peTUKYJIOLUTOB 3apPErMCTPUPOBAH BbIPAKEHHbI BHYTPUTPYII-
nosoit a¢pdext spemennu (p < 0,0001), a Takske sHaUMMOe B3auMoOneHcTBIE
daxTOpoB «BpemMs x JleueHue», UTO OTPAKAeT PasInuns TPAeKTOPUil u3Me-
HeHuil mexxay rpynnamu. [lokasarenn merabonusma skelieda pasianuanuch
mesxny rpynnamu: Haceimenue tpancdeppuna (TSAT) wa 3-u cytru Gbito
BbILIE y NALMEHTOB, NOJLYy4YMUBIIMX BHYTpuBeHHoe xeqe3o (p < 0,0001), on-
HAaKO K 7-M CyTKam CHMaJoch B 0benx rpynnax. Konuenrpanus ceisopo-
TouHoro peppurrHa Gbuta 3HauMMO Bbille B rpynmne Jgedenus (p < 0,0001),
B KOHIIEHTPAIHSI CLIBOPOTOYHOrO TpaHcheppuHa CTATUCTUYECKT 3HATMMOTH
pasuunsl e Habmoaanocs (p > 0,05) na mpotsukenuu Beero mepuona Ha-
Gmropenus. [lokasarenn nndexunoHHON 6e30MaCHOCTH BKJIIOYAIN aHAINS
C-peaxtusHoro 6eska u npokanbuuToHnHA Ha 7-e cyTku. Cratucrudeckn
BHAUMMBIX pasnuuuii mexcay rpynnamu no ypoeusm CRP (p = 0,543)
u npokanbsuutonuna (p = 0,887) ne ormeueno.

3axiouenne. Hakonennsie fannble n03BoJISIOT paccMaTpUBAaTh I10-
CJIeONEPALMOHHY0 KPOBONOTEPIO U CJAEAYIOLLYIO0 3a Hell AaHEMUIO He MPo-
CTO Kak M060YHbIH 9 eKT XUPYPriuvecKoro BMEIaTe bCTBa, & KaK MOH-
bunupyemeprit pakTop pucka, mopTeKAIME PaAaHHEH LeleHanpaBIeHHOM
JAMAarHOCTHUKE U KOPPEeKL1HU.

Kynemunna O.B.', Yenbiwesa E.}O.?, Bonownn C.B.3, Bennuko A.H.2, Maptbinkesuu U.C.%, Ebpemora E.B.#, LLlyxoe O.A.%, Mateunenko 10.1.°,
Yuranasa T.B., Cuopaus H.T.!, Nlasopko H.C.!, C6urskosa E.N.!, Touenas E.H.!, Muneeea E.C.%, Mupxano A.A.*, Hemcusepuaze H.H.%,
WHanueea H.A.', Xopaxacos J1.O.7, LLlyeaes B.A.2, Typkuna A.I%, Jlomana E.I!

OTJIAJIEHHBIE PE3YJIBTATHI TEPATIAV IIOHATMHABOM B XPOHUYECKON MA3E XPOHUYECKOTO MUEJONTHOTO JEMKO3A
YV HALIUEHTOB C MYTALIVIEV VIV BE3 MY TALIAN T3151

'OrBY «HMULL um. B.A. Anmazsosa» Munsapaea Poccu; ?®IBY «HMULL rematonorms» Munaapasa Poccuy; *TBY 3 JIOKB»; “@IBY «POCHMTT DMBA Poccumy; >3A0 «Dapm-XonauHr;
STBY3 «KOL N2 15, "TBY3 «MKHUL 6onsruua N 52 [13M»; BMPHLL um. A.D. Lw6a — dunuan PIBY <HMULL pagmonorums Munagpasa Poccum

Puc. 1. CpasHeHue BepOSITHOCTHOM KyMyNATUBHOM 4aCTOTbI BoCTixeHns MO2
Y NOUMEHTOB 6e3 MyTALMM M Y NAUMEHTOB C HanMYMeM MyTaummn 13151
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Beenenue. PesucrentHOCTb K Tepanum MHrMOUTOPAMHU THPOZUHKH-
nas (UTK) ormeuaercs y 50% naumenros yske Bo 2-if iuHuM Tepanuu
xponuueckoit dpassr (XD) xponuueckoro muenonsHoro neitkosza (XMJI).
Bosuuknosenune Todeunbix myraunuii B kunasaom gomene BCR:ABLI
ABJsieTCS BeAylleidl NIPUYMHONA pPe3UCTEHTHOCTH, B 0CODEHHOCTH NP Ha-
anann mytanuu 15751, ITonatunu6 (ITOHA) [IPOIEMOHCTPHPOBAJI BBICO-
Kyt apdexrusnocts B ucciegosanuu OPTIC y nanuentos ¢ peaucrent-
nocrsio k VITK, B Tom uncne ¢ nanuaunem myraunn 75/51. B nacrosmeit
pabore nposeaeH cybaHaqu3 KOrOpThl NALMEHTOB M3 HMCCIELOBAHUS
OPTIC, Bxatouennsix B Tpex uentpax Poccuiickoit Depepauun (PD).

Ieas paGorsl. Ananus otaanennsix pesyasratos repanuu [TOHA
vy nanuenrtos B 1 XD XMJI 6es nannuns xaknx-nnbo myraunit (BM)
i umeromnx myranuio 75/51.

Marepuanst u meToasl. B perpocnektiBHOE HCCIen0BaHNE BKIOUE-
Ho 85 naunenros, nony4aswux [IOHA B 23-i1 nunun repanuu B rpynne
BM unnu B mo6oit aunuu npu naauuun T3151. B rpynny T3151 skuio-
uen 31 (36,5%) nauuenrt, sratouas 3/31 (9,6%) c coueraHHbIMU MyTalLU-
amu (15151/G250E, T5151/E499E, T5151/M244V), B rpynny BM — 40

(47,1%) nauwmentos. Ilanumenter ¢ myraumsamwu, oramunbimu ot 13/57



(11/85 (12,9%), u c nenssectubim myrtaumonusim crarycom (3/85 (3,5%))
6butn nckimouensl us ananusa. I'pynnst BM u T3151 6butu conocrasu-
mbl 110 Bospacty u gnureasnoctu XMJI na moment nunumanuu [TOHA
u koamnuecrBy npeaumectsyomux VITK. Bepostnocrs poctnikenus mosne-
kyaspuoro orseta 2 (MO2) u 6onbuioro monexyspuoro orsera (BMO)
OlleHMBaNach ¢ nomolbio pyHkuun kymyastusaoit yacrorst (KY) cobsr-
Tuii ¢ npumenenuem tecra 'pes. [Tokasarenu obmeii (OB), 6ecnporpec-
cusnoii (BBIT) u 6eccobpiruiinoit (BCB) Beiskusaemocty 6b11n paccunra-
ubl metogom Kannana — Meiiepa ¢ ucnonbsoBaHuem or-paHr-kpurepust.

Peayabrarst u o6cyxaenne. Mennana (Me) anurensnoctu Tepanun
I[IOHA pans nauuenros ¢ myrauueit 75/5/ cocrasuna 24,2 (1,7-84,3)
mec., aas nauuentos BM — 46,0 (0,56-88,5) mec. Jocrosepubix oriu-
L‘”/lﬁ BepoﬂTHOCTHO]‘;[ Kq JAOCTUIXKEHU A MOJTeKyﬂHPHbIX OTBETOB B prrl'
nax ¢ 75/5] u BM ne 6su10: K4 MO2 cocrasuna 44,6% nporus 75,1%;
K4 BMO — 50,0% nporus 88,2% (puc. 1 u 2). Ilpu Me nabaonenus
68,2 mec. (1,4-88,5 mec.) nokasareau OB, BBII u BCB pas nauuenTtos
¢ T3151 u BM cocrasunu 65,1% [95% [IU 46,9-83,2%] nporus 86,2%

Puc. 2. CpasHeHne BEPOSTHOCTHON KYMyNSITUBHOM 4ACTOTh fOCTUXeHUs BMO
y NauMeHToB €3 MyTAUMM U y NALMEHTOB C Hanuunem myTaumun 13151

Puc. 4. Mokasatenu sbixusaemocTn 6e3 nporpeccuun y naumnentos 6es myta-
LMHA My NQLMEHTOB C Hanuumem MyTaumnmn 13151

MPUNOXEHME 1

[95% U 74,8-97,7%] (p = 0,048); 64,2% [96% AW 43,9-84,4%] nporus
90,3% [956% AW 79,6-100%] (p = 0,011); 15,0% [956% AU 2,1-28,1%] npo-
tus 41,8% [95% AU 26,2-57,3%)] (p = 0,022), coorsercrBenno (puc. 3-5).
B rpynmne T3151 ymepno 10 (32%) nauuenToB, n3 HUX OT NPUYMH, CBA3aH-
upix ¢ XMJI, — 5 (60%); nporpeccus sabonesanus ormeuenay 7 (22,6%)
nauuentos. Cpeau nanuentos ¢ T315] npopomnskator neuenue 5 (16%) na-
uuenros ¢ Me paureasnocru 71,9 (61,6—-84,3) mec. B rpynne BM ymepio
2 (5%) nauuenrta — oba ot npuuus, ne ceasannsix ¢ X MJL. [Iporpeccus
sabonepanus koncratuposana y 1 (2,56%) maumenta. Beero 17 (42,5%)
nauuentos BM npopomkator repanuio [IOHA ¢ Me panurensnocru 77,4
(60,7-88,5) mec.

3axmrouenne. Brepsrie B PO nposenen anaans KoropTel nauueHTos
¢ XD XMJI ¢ nannuuem myranun 75/5/ u BM, noayuasmux tepanuio
I[TOHA. Hecmorps Ha conoctaBumble pe3yJibTaThl 10 JOCTUIKEHHIO MOJIe-
KyJISIPHBIX OTBETOB y HALMEHTOB obenx rpynmn, Hannuue myrauun 1575/
0Ka3aJ0ch HEGIATONPUATHBIM (aKTOPOM TIPH OleHKe OTAAJEeHHBIX pe-
3yJIBTATOB BBIXKMBAEMOCTH.

Puc. 3. MokasaTtenu obLueit BXMBAEMOCTH y NaAuMeHTOB 6e3 MyTaumi 1 y na-
LMEHTOB C Hanuumnem myTaumm T315]

Puc. 5. Mokasatenn 6eccobbITHItHOM BbLIXUBAEMOCTH Yy NaumeHTos bes myTa-
UMit 1 Y NOLMEHTOB C Hanuumnem MyTtauun 13151

Kyctosa [1.B., Motbiko E.B., Kupuenko A.H., llennsxen U.B., Ueanosa K.A., Tept T.H., MapTeitkesny U.C.

MOJIEKYJIAPHO-TEHETUYECKHUE ITPEJIUKTOPBHI PESBUCTEHTHOCTU K TEPAIIUU UTK ¥V ITATMEHTOB C XMJI
DIBY «PocHUNTT ®MBA Poccum»

Beepenue. B dpopmuposanun pesucrenrnocru k UTK y naumnenros
¢ XMJI yuactBytor He TonbkO MmyTaunu B knHasuom pomene BCR:ABL,
HO U JIpyrHe reHeTUYeCcKHe COOBITUSI — [OMONHUTEIbHbIE XPOMOCOMHBIE
abeppaunnu (JIXA) 1 naToreHHble MyTalUM B PA3JIMYHbIX TEHAX SIUTEHE-
TUYECKOU peryJisiiiuu, CrjaaiCuHra i CUrHaJuHTa.

Iens paGorbr. Komnuexcusiit ananus renernveckoro npoduis na-
LMEHTOB C PA3/JMYHBIM OTBETOM Ha TEPAIMIO U €r0 BIMSIHIE HA PA3BUTHE
pesucrentroctu k UTK.

Marepuaast u meToasl. B nccienoBanne BK/II0YeHBI YeTbIpE TPy IIIbL
nauuentos: ¢ BCR::ABL-saBucumoii pesucrentrnocrsio — 14 nanuenros

(7 mys>xunn n 7 sxenuun, Me = 44 rona, Me nunun repanun — 3), ¢ He-
3aBUCHUMOIi pesucTeHTHOCTbIO — 54 manmenta (28 myskuun u 26 >xen-
wun, Me = 42 roga, Me nunuu repanuu — 3), ¢ couerannem XMJI u Ph-
nerarusnoro MITH — 6 nauuenros (3 my>xunn u 3 >xenmunns, Me = 59
aet, Me nunun repanun — 1) n orsernsmne Ha repanuio UTK — 10 na-
uuenTos (7 my»xunt n 3 xenmmnel, Me = 63 roga, Me nunun repanun —
1). Bcem mnamuenTtam BBINOJHEHBI IUTOrEHETUYECKOE MCCIEA0BAHUE
U IOJIHOE MOJIEKY/IpHO-TeHeTUIeCKoe ucciaenosanue, Braodas NGS-
uccaenosanue (manenb us 118 renos). CraTucTnueckuit anaaua BRI0OYAT
meronsl Kannana — Meiiepa u perpeccuio Kokca. [lins ouenkn Bausaus
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MyTauuii ¢ HescHo# kauHnYeckoit sHaunmocrsio (VUS) nposenen ana-
M3 M3MeHeHWii 3apsna, ruapodobHOCTH U 00beMa aMUHOKHMCIOTHBIX
OCTaTKOB.

Pesynbrars! u o6cysxnenne. [lanuents ¢ pesucrentaocTsio 0bnasa-
10T GoJlee CIOXHBIM U reTeporeHHbiM renetndeckum npodunem. JIXA Bor-
asiaenst y 12/64 naunentos ¢ BCR::ABL-nesasucumoii uy 5/14 — c saBu-
cuMoH peaucTenTHOCTBIO. B 06enx rpynnax nanbonee yacto Berpedanach
tpucomus 8-it xpomocomsi (6/12 1 3/5 coorsercrenno). B rpynnax 6es pe-
sucrentnoctu JIXA Gbuin enunuunbivu. [latorennsie myraumum Takske
vame Berpedasuch npu pesucrentHocru (16/64 u 9/14 coorsercrsenno).
ITpu BCR:ABL-nesaBucumoil pesucrenTHOCTH npeobnafann myrauun
B rene ASXLI, a npu saBucumoit — RUNXI. B rpynnax 6es pesucrentHo-
cTy BbIsiBAEHBI earHU4YHble myTaunn B renax BCOR nu BRCAZ. Tlaunentst
¢ BCR:ABL-3aBucumoil pe3ncTeHTHOCTBIO MMEIN HAUXyALIME [10Ka3a-
Tenu BeDKUBaemocTH: Me ob1eil BEKUBaeMoCTH coctaBuia 46 mecsues,
Geccobbituitnoit — 30 mecsues. Perpeccuonnas mopennr Koxca nokasa-
Jla, 9TO HaJM4yue XOTsl Obl OAHOH MATOreHHOH MyTallMU aCcCOLUMPOBAHO

C UeTHIPEXKPATHBIM yBEJMUYEHUEM pHUCKA HebIaronpusTHOrO HCXOAA,
anaanune [IXA — c aByxparubim nosbimenuem pucka. VUS Borasasincs
yalle y NalMeHTOB ¢ Pe3UCTEHTHOCTBIO, UTO yKasblBaeT Ha boslee BHICOKMIA
yPpOBeHb reneTuyeckoi Hecrabuabnoctu. Hecmorps na to uro VUS ne sB-
JISIIOTCS. CAMOCTOATENbHBIM HEOIArONPUSATHBIM NPEJUKTOPOM, OLEHKa MX
¢dusnko-xummuueckux ceoiicTs nokasada, uro myrauuu C482R s rene KDR,
M163K 8 DIS5, G355D B TET2 u E694G B IPTKB cy1uecTBeHHO H3MEHSIOT
sapszi, ruapodoBHOCTD U MOTEHIMATBHY 0 CTAGHIBHOCT. JTO MO3BOJISIET
MPeANOI0KUTh UX PYHKIMOHATIBHBIN BKJIAM B PA3BUTHE PE3UCTEHTHOCTH
k UTKn Tpe6yeT nanabHeMIIero uCccje 0BaHus.

3axmouenne. Pesucrentnocts k tepanuun WTK accoumuposana
¢ bosee BBIPa’KEHHOM TeHEeTHUYeCKOMH HeCTaOMIIBHOCTBIO, BBICOKOH 4aCTO-
toit JIXA u narorennsix myraunit. Myrtaunn ¢ HesCHOW KIMHMYECKON
3HAYMMOCTBIO MOLYT OKa3blBaTh 3HaunMmoe (DYHKLMOHAJbHOE BJMSIHUE
Ha CTPYKTYpy O€JIKOB M NOTEHLMANbHO yYacTBOBATh B PA3BUTUU Pe3u-
crenTHOCTH. [/15 yTOYHEHNS UX POTHOCTUYECKON 3HAYMMOCTH HEObX0-
UMb TaJIbHENIIINE UCCIIEOBAHU .

Jlazapeea O.B.!, Manonetkuna E.C.', LLyxos O.A.!, Maposununukosa E.H."2

XAPAKTEPUCTHUKA AMBYJIATOPHOT'O OTAIIA OKA3AHMS TEMATOJIOTMTYECKOM ITOMOIIM B CYBBEKTAX
POCCHUICKOV ®EAEPALIAN

'®DrBY «HMULL rematonorms Munsapasa Poccuu; 2OTEOY BO «Poccuiickuii yrnsepcutet meanumtsi» Munzapaea Poccum

Beenenne. Buesgpenne B amOynaTopHyo KJIMHMYECKYIHO MPaKTH-
Ky B mocaepnue 15-20 ner nmpenaparos tapretHoro (HampapJeHHOrO)
1 MMMYHOMO/Y/IMPYIOLIEro AeHCTBUS NOBJIMSIIO U UBMEHUIIO CTPYKTYPY
u npouecc oxasanust crenuaiausuposannoid meguuumuckon (CMII) re-
MaTOJIOrMYecKoll momomu Ha ambysaTopHom arare, ee d5(deKTUBHOCTD.
[Mauuents: ¢ sabonesannamu cucremsr kposu (3CK) nabmopatorca no-
>kU3HeHHO amOyaaropho, nopsaka 80% us Hux He TpeGylOT rocnuTanu-
3aLMK, YTO MOAYEPKUBAET 3HAYMMOCTH BOIPOCOB OPraHU3AaLMU [eMAaTOo-
JIOFMY€eCKON MOMOIM B amMOy/IaTOPHBIX yCIOBUAX, BIMSIOIIUX KaK HA ee
KauecTBO, TAK M HA KAUYeCTBO KU3HU DOJBHBIX.

Iens paGoTs. OxapakTepusoBaTth AesITeNbHOCTh aMOYIATOPHOM 3Ta-
na CMII no npoduunio «remaronorus» B cybbexrax PO sa nepuon 2019—
2024 rr.

Marepuanbt u metoabl. [lns aHanusa ucrnoab3oBaHbl AaHHbIe Gopm
denepanshoro cratuctuueckoro Habaoaenns (DOCH) Ne 12 u 30, sxc-
neprHble oueHKHU pasnnunbix acnexros okazanus CMII no pesyabraram
Bble3iHbIX MmeponpusaThii, yek-nmucros OI'BY «HMMUILL remaronornmn»
Munsnppasa Poccun.

Peayabrarst u oocyxpaenne. Pabory ambynaropuoro arana CMIT na-
nuentam ¢ 3CK obecneunsaer ee kanpossiit cocras. Taxk, sa ananusupy-
eMBbIHl TIepHOJ] OTMeYaeTCsl yBendeHHe qncia Gpuamnl — spadei-remaro-
soros, Ha 26,7% c 446 no 565, npeumyecrsento sa cuer Llentpanbaoro
u Cesepo-3anagnoro PO, wrarnbix egmnuun — na 10,3% (¢ 647,26
no 714,00). Yucno xabumeros Bpaya-reMarosiora yBeaudnaocs ¢ 311
no 361 (+16%). Haubosbuwee uncao remaronoros ambynaaTopHOro ara-
na sakoHomepHoO 3aperucrtpuposano B Mockosckoii (19), Ceepriosckoit
(11) u Hosocubupckoit (13) obnacrax, Kpacnonapckom xpae (17),

pecnybnukax Bamkoprocran (11) u Tarapcran (14) BBUpy cereBoit mo-
nenn opranusaunmu ciaysxkbsl. B 11 pernonax orcyrcrsosanu Bpaun-rema-
Tosoru (MO OCHOBHOIA CTaBKe/cOBMelaan paboTy ¢ APyrumMu Nojpassee-
HUAMN); B § pernoHax CTpaHbl 3aperMCTPUPOBAHO 1o 1 Bpady-remarosory.
ObGecneueHHOCTb ITATHBIMU IOJIXKHOCTSIMU Bpaueii-reMaTosoros ambysma-
TopHoro srana no P® yeennuunace 3a ananusupyemsiit nepuon Ha 6,8%,
cocrasus 0,944 na pacuera na 200 tbic. Hacenenus (rpeGosaHue npuxasa
Munsnpasa Poccun or 15.11.2012 Ne 930n) 5 2024 r., ognako B 65 cy6b-
extax PD ona Huske cpenHepoccuiickoro yposus. Yucno Beex amByna-
TOpHBIX mocemeHnii B cpearem no P@ ysennannocs na 2,1%, ¢ 1 708 023
no 1 745 504, non aucnancepusim Habmonenuem Ha koner, 2024 r. cocrosio
804 485 uenosex, us Hux 42% umenn BrepBble B XKU3HU yCTAHOBJIEHHBIE
AMArHO3bl. BbINOHEHMe AMATHOCTMYECKMX MAHUILYJISIUMHA — CTEPHAJIb-
HOM MyHKUMHU Ha ambynaaropHom atane goctynHo B 90% cybbexros PO,
rpenano6uoncusi — 30%); BHICOKOTEXHONOTMYHBIE METOAbI AMATHOCTHUKH
3CK B cucreme OMC Ha TeppuTOopun «CBO€ro» pernoHa AOCTYIHbI JHLIb
26% nauuenros. JlekapcreHHoe obecneueHre aMOyIATOPHOrO 9TANa OCY-
uiecTBasieTcsl U3 (peaepanbHOroO U PErvOHAILHOTO BIOAKETOB, T/e TOCIes-
HUI1, HECMOTPsI Ha yBeauueHue no cpasHeHuo ¢ 2023 r., s3HaunMMmo BaMsieT
Ha [JOCTYIHOCTb TEPAINHU B 3aBUCMMOCTHU OT MECTA IPOJKUBAHUS NIALIUEHTA
Y, B KOHEYHOM CYETE €€ Pe3yJIbTATUBHOCTD (TO/bI COXPAHEHHOM JKU3HM).

3akmouenne. Ambynaroproe okasanue CMII no remaronoruu na-
nuentam ¢ 3CK — Baskubil aTan, Tpeby 0Kt N0JHOLEHHOrO KaJpOBOro
obecrieueHus, JOCTYMHOCTH HEOOXOAMMOrO MEPedHs AUACHOCTHUECKUX
MCCJIENOBAHUN M JIEKAPCTBEHHBIX IIPENapaToB, YTO 3HAYMMO BJIMSET
na adpdexrtusnocts nposoaumoro sevenus 3CK u npopomxurensnocts
SKUBHU MalMEHTOB.

Nateiwes B.A."?, Koepuruna A.M.}, Lennna K.M.", Ocunoea A.C.%, Koctuna U.3., Nlykuna E.A!

ITPEABAPUTEJIBHBIE PE3YJIBTATBI IIPOCIIEKTUBHOI'O UCCJAEJOBAHHN A OO@®EKTUBHOCTU 1 BE3OITACHOCTHY TEPAIIN
TPAMETHUHHUBOM ¥V B3POCJIBIX BOJbHBIX C TUCTUOHNUTO3AMU

'DrBY «HMUL remaronorum» Munsapaea Poccun; 2OIBY <HMULL ATOM um. Amutpus Porauesa» Munsapaea Poccun; *®IBOY BO «Poccuiickuii yrmsepcutet meanumnsl» Munaapasa Poccum

Beepenue. ['uctuonurossr — rpynna pepkux saboseBanuii, xapakre-
PUBYIOLIMXCS MATONOrMUecKoil MHUIbTPaLMell OPraHoB U TKaHed KJet-
KaMM, TPOMCXOASIINMHU U3 CHCTEMbI MOHOHYKJIeapHbIx daronutos. B mo-
crepHee pecstuiaetne nosnydeHsl ganuble o poaun MAPK-curnansnoro
KacKajJa B IaTOreHe3e IMCTUOLUTO30B, YTO MO3BOJIMJIO BHEAPUTD B PAK-
tuky BRAF- u MEK-unru6uropst. Buecre ¢ Tem crangaprhbie peskxumbl
TapreTHOH Tepanuu B3POCJABIX OONBHBIX C TUCTHOLMTO3aMHU He paspabo-
Tanbl, a ux 9¢eKTUBHOCTD U3y UeHA HELOCTATOUHO.

Iensr paGorsl. Ouenka addextnsHocTH M 5e30MACHOCTH MOHO-
Tepanuu TpaMeTUHUOOM Y B3POCIBIX GOIbHBIX C TMCTUOLUTO3AMU.

Marepuasnst u meToasl. Brioyann BSpocIbIX MAMEHTOB ¢ MOATBEP-
JKAEHHBIM AMArHo3om ructuouurtoda us kiaerok Jlaurepranca (I'KJI)
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unu Gonesnn Opareiima — Yecrepa (BOY). Bee mauments: noayuann
unruburop MEK-kunas — rpamernnub B gose 1 mr/cyr B pexxume mo-
Hotepanuu. [lnsa oneHku >pdeKTUBHOCTH M3MepSANU pazmephl O4aros/
undunsrparos npu nomowu KT n/umu [TOT-KT B coorseTcTBum ¢ kpuTe-
pusmu RECIST vl.1. [Ipu nanuunu nensmepsiembix ouaros (mopasxeHue
KOKH, J1erkux) 9 PeKTUBHOCTD OLEHUBAIN KINHUYECKH.

Peayaprare n chy)KneHne. B uccinenosanue Braovyeno 32 manu-
enta ¢ meauanoit sospacra 44,5 ropga. s nux ¢ I'KJI — 17 venosex
(53%), c BOY — 13 uenosek (41%), ewe aBoe — ¢ couetanHoii popmoit
sabonesanus (I'KJI + BOY). Myranusa BRAF V600E B 6uonrarax tka-
Heil BoisBiena y 27% (8/30) 6onbubix. Meanana npopoakuTebHOCTH
tepanuu tTpameTnnubom cocrasuna 21,5 mecsua (1-64). Ha moment



nocseannero suaura 24/32 (756%) nauuneHTa npofoKaIOT TEPANIUIO TPa-
metrunubom. Brixusaemocts B o6mweit rpynne cocrasuaa 97%. Onun
nauuent ¢ BOY u TepmuHaIbHON MOYEYHONM HEZOCTATOMHOCTBIO yMEP
B paHHeM Nepuoje rocJe TpaHcmiaHtanuu nouyku. Yacrora obuero
orsera Ha Tepanuio cocrasuaa 84% (27/32). Cpeaun orsetuBlIMX na-
nuentos y 10/27 (37%) saperucTpupoBaH NOIHBLI OTBET, Y OCTAJIbHBIX
17/27 (63%) — wactuuubiii orser. ¥ Tpoux Goabubsix (9%) coxpans-
nach crabunusanus sabosesanus. Y ABOUX OOJBHBIX OTMeYeHA MPO-
rpeccus sabonesanusd. B rpynne ['KJI uacrora nonnsix orseros 6bl1a
soimre — 47% nporus 8% B rpynne BOY. Ilocse nonyuennsa croiiko-
ro orsera 10 mauuenToB GbIIM TepeBefeHbl HA LUKJIUYECKUI PeXUM
repanuu (21 nenn mpuema + 7 nHeil mepepnis) Ges morepu sddexTUB-
noctu. Hanuuue xorst Gbl 0mHOro TpameTHHMOG-aCCOLUUPOBAHHOTO
nesxxenareasnoro sisiaenus (HSI) saperncrpuposano y 21/32 (66%)

MPUNOXEHME 1

Gompubix. Otmena Tepanuu Beaeacrtsue HS morpe6osanacs y 5/32
(15,6%) 6onpubix. Hanbonee wacteim HSI Guina xosxkHast TokcmaHOCTH
(grade 1-2) y 18/32 (66%). ¥ oanoro 601bHOro BbISIBIEHA TE€PBUYHO-
MHOYKeCTBeHHas basabHOKJIEeTOYHAs KapuuHoma. Eue y aByx nauu-
€HTOB OTMEYaJCsl XeMO3 KOHBIOHKTHMBBI, UTO MOTPe6OBaso TMepepbiBa
B Tepanuu. Y Tpoux GONbHBIX, NOJNyUaBIIUX TpamMeTuHNb Gosee 1 roaa,
pasBUIACh KIMHUKO-1a00paTopHas KapTUHA TSKEJIOTO X0JIecTasa, Be-
POSITHO, KaK CJIE€ACTBUE CKJIEPO3UPYIOLIEr0 XOJAHIUTA.

3axaouenne. Tepanusa TpameTHHUGOM y B3POCTBIX GOJIBHBIX C T'H-
CTHOLMTO3aMU XapakTepuayercsi BblcOkoH oaddexTusHocTbi0. Bmecte
¢ Tem Bbicokas yactora HSI crasur sapauy nogbopa onrumasnbHoOro pe-
>KUMa Tepanmuu ¢ cobmofenrem 6ananca mexay sddexTusnocTbIO U He3-
onacHocThio. Y GOJBIIMHCTBA GOJBHBIX, JOCTUTIIMX OTBETA, BO3MOMKHA
AeacKasanus Ao3bl TpaMmeTuHuba Ges norepu oTBeTa Ha TEPaNuIo.

Jlenuk E.E.!, Kosnos A.B.", Kongakoea E.B.!, Crensmax J1.B.!, Jlenuk K.B.", Bnacoea O.tO.", Monosa M.O.", Moucees MU.C.!, LLinengep T.B.2,
Ycnenckas O.C.2, lenncosa B.B.°, lemuenkora M.B.#, Kemaiikun B.M.%, CemeHosa A.A.6, Tymsan I.C.6, 3i03rnun U.C.7, baiikos B.M.!,
Muxaitnoea H.B.!, Kynarnn A 1!

JIOJITOCPOYHBIE CXOJIbI PEAJIBHON KJIMHUYECKOM ITPAKTUKH B MEXKIY HAPOJHOM MHOTI'OIIEHTPOBOM MCCJIEJOBAHII
ATPECCUBHBIX IEPUGEPUYECKUX T-KJIETOYHBIX JTMOOM

'®reOY BO «MCMBIMY mm. M.MN. Masnosa» Munsgpasa Pocenu; 2TBY3 «JTOKE»; *HAM dyrHaamerTansHoit n knnkmieckoi ummyHonoruy; “IbY3 «ObnactHolt oHkonoriyeckuit
ancnascep», MpkyTek; *HaumoransHsii Hayuwsiit orkonorudeckuit uertp, Actara, Kasaxcran; *@IBY «HMULL, oxkonorm um. H.H. Broxiia» Munaapasa Poceiu; “@IBY «HMULL oHkonorim
nm. H.H. MeTposa» Munsapasa Poccuu

Beepenue. Ilepudepuueckue T-kaerounsie aumdomsr (ITTKIT) —
aT0 penkwue, rereporeHnbie speasie 1/NK-kmeTounsie Heonmasum ¢ npe-
MMYILECTBEHHO arpeCCUBHBIM T€YEHHEM U BBICOKOM YaCTOTOM NepBUYHOM
pedpakrepHoCcTH M pennAnBOB. Mbl NpoBean MHOrOLEHTPOBBIN aHAIU3
noaxopos K repanuy, Bkaodas TI'CK, raprerusie u ummynuble metonst
JleyeHusl.

Iens paGorer. Ouenuts 2 dekTUBHOCTb KIIOUEBBIX TepaneBTHYE-
ckux crparernit npu arpeccusHbix [ITKJI n ux Binauue na nonrocpou-
Hble KIUHUYECKUE UCXOJIbL.

Marepuannbt u meroast. Beero skioueno 204 nauuenra ¢ arpeccus-
upimu popmamu [ITKJIL Tlo xnaccubuxaunun BO3 (5-e uspanue, Ge-
ra-sepcus): [ITKJI, NOS — 33%; ALK + AKKJI — 15%; ALK-AKKJI —
19%; wnomanbnas T-kaerounas numdoma c denorunom T-xennepos,
anruoummyHobaactubiit Tun — 17%; npouue penkue sapuantsl — 16%.
Menuana sospacra — 48 ner (1-76), mepnana nabmonenust — 82 mecsna
(31-277). Tlepeuuno pedpakrepHoe/penuansupyolee reuenue Habumo-
nanocs y 84% naumentos (7 = 172). Ayro-TT'CK sbinonnena 79 nanuen-
ram, aano-TT'CK — 28. Taprernas n ummyHoTepanus npumensiincey 76
nauuentos (37%) cornacHo 6MOIOrMYECKMM XapaKTEPUCTUKAM OILYXOJIH.

Peayabrarst u obcyxpaenne. [latunernss OB — 49,6%, a BIIB —
14%. Tloarpynnosoii ananua 2¢p¢peKTUBHOCTU NEPBON JMHUM Tepanuu
Y MOJIOJBIX MTAalMeHTOB, He nosnyvasmnx ayto-1'CK, nokasan conocrasu-
mble pesynbrarsl mesxay pexxumom CHOEP u 6onee nnrencusubimu cxe-
mamu (43% nporus 47,5%; p = 0,02). Bmecte ¢ Tem 6b1710 npofeMoOHCTpPU-
POBAHO IPEMMYLIECTBO KOHCOIMAALNY NIEPBOTO XUMHUOLYBCTBUTEIBHOTO
orsera nocpeacteom Beinoanenus ayto-IT'CK: BIIB mocturana 57,9%

no cpasuenuto ¢ 21% 6es TI'CK (p = 0,024). Cpasnenue addextunnoctn

ayto-TT'CK, BbinonHeHHOi1 B nepBoii 1 Goslee NO3AHUX JMHUSAX TEPANnH,
BeIABHIIO poctrokenne nstuaetneir BIIB 60 u 37% coorsercreenno (p =
0,026). OnbiT npuMeHeHUsT TAPreTHOH M MMMYHOTEPANMM [IOKA3aJ f0-
CTHKeHUe YaCTOThl ODIIEero OTBeTa NpU UCHOAb30BAHUN BpeHTyKcuMaba
BeoTHHA B MoHOpeskume — 48%, B kombunauuu — 52%; HHBonyM&Ga
B monopeskume — 50%, B kombunanuu — 22%; ALK-unruburopos B mo-
nopesxxume — 83%, B kombunauuu — 100%. ¥V 156 nanmenros ¢ xumuo-
pedpakrepHbim TeueHnem, kotopeim 6blaa nposeaena amno-TT'CK, rap-
reTHasl WM UMMYHOTEpAIusl IpUMeHsIach B kauecrse bridge-repanuu.
Anno-TI'CK ¢ npodunakrukoit PTIIX na ocHoBe mocTrpancrianTaln-
onnoro nuxaodpocdamuaa, BHIMOMHEHHAS B IOJHOM OTBeTe, obecrneunaa
BIIB 73,3%. CpaBuurensusiit anaaus ayro- u amno-IT'CK Bo sropoit
U NOC/IeAYIOWUX JMHUAX TEPANUM BbHISBUJI TEHAEHLUIO B IOJb3Y all-
10-TT'CK, xoTs cTaTncTnyeckoil 3HaUMMOCTH AOCTUTHYTO He OblIo (p =
0,11).

3axouenne. [Ipu neuennn arpeccususix ¢popm IITKJI cranpapr-
Hble XUMUOTEPANEBTUUECKUE PEXUMBI 00JaJal0T OrpaHUYEHHON -
dexrusnoctrio. Koncomuaanus nepporo orseta ¢ momornsio ayro-TT'CK
paccMaTpuBaeTCsl Kak MpeANoYTUTeNbHAsl CTPATErUsl B pAMKaX Tepanuu
nepsoii annun. ObochoBannocts nposesenus ayto-TI'CK na Gosee
HO3/HUX JTANax JedeHUsl OCTAeTCSl MPEAMETOM AMCKyccuM U Tpebyer
nanphedimero ugyuvenus. Anno-TT'CK asasercs pesynbratusabIM mopa-
XO[OM C MOTeHLMAJbHOH BO3MOKHOCTBIO M3JIeYeHMsl MALMeHTOB ¢ p/p
arpeccusubimu [ITKJL. Tlpumenenne rtapretHoit m mmmyHoTepanuu
CrocobeTBYeT Y1y YIIeHHIO TPOrHO30B Y GOJIbHBIX ¢ p/p TeueHueMm 3aboJte-
BaHUSI, B TOM YMCJIe TIPU MCTIOJIb30BAHUM OTUX METOMOB B KadecTse bridge-
tepanuu nepen ano-1'CK.

Jlyuknn A.B."2, ®upapoea 3.1."2, Abpamosa A.B.!, Muxaiinoea E.A.!

HOCHUTEJIBLCTBO TEPMUHAJIBHBIX MYTALIMI, OTBEYAIOIIMX 3A PA3BUTHUE BPOXKJIEHHOM KOCTHOMO3IOBOI
HEJOCTATOYHOCTH, ¥ BOJbHBIX C TIPUOBPETEHHOM AIIIABMEIN KOCTHOI'O MO3T'A

'®rBY «<HMULL rematonorms» Munsapasa Poceuu; ?“OTBOY BO «Poccuiickuit yHnsepcutet meanumtb» Munsapasa Poccun

Beenenue. Bposkaennble cMHAPOMBI KOCTHOMOSIOBOM HELOCTATOYHO-
cu (BpKMH), Takune kax anemuss MaHKOHY, BPOK/AEHHBIH [NCKEPATO3
(Bl) u ap., MOryT mmerb ayTOCOMHO-PELECCUBHBIH, ayTOCOMHO-JOMMU-
HaHTHBIA nau X-cuereHHbl Tunbl Haciaeposanust. OpgHako HaaMune
TOJIBKO FeTePO3UTOTHON MyTaLMU IPU OTCYTCTBUU KJIMHUKO-1abopaTop-
HBIX JIMATHOCTUYECKUX KPUTEPUEB He MO3BOJSET JOKA3aTh KOHCTUTY M-
OHAJIbHBII XapaKkTep 0OJIe3HU MPU BBISBJEHUM TUIO/ANJIA3UU KOCTHOTO
mosra. [lpuobperennas annacruueckas anemusi (AA), B cBo ouepens,
XapaKTepU3yeTcsl ayTOMMMYHHBIM MOAaBeHnem nposaudepauun remo-
MO9TUYECKUX CTBOJIOBBIX KJETOK C PA3BUTHEM AIJIA3MM KOCTHOIO MOSTA.

Ha ceropHs HeT JaHHBIX O TOM, HACKOJIBKO OECCUMIITOMHOE HAaJIUYKE Tep-
MUHAJbHBIX MyTauuii, orBeuaomux 3a passurue BpKMH, moxer BHO-
CUTb BKJaJ B TedeHue npuobperentoit AA.

Ileas paGorbl. Vsyunts TeueHue npuobpereHHOil runo/annasun
KOCTHOTO y GONBHBIX ¢ HOCUTEJNbCTBOM FepPMUHAIBHAX MyTaLUii, XapaK-
tepHubix aas BpKIMH.

Marepuanst u meroabl. DBruto npoananusupoBaHo 5 GombHBIX
¢ npuoGpeTeHHOl rUMonIasueil KOCTHOrO MO3Ta U BBISIBJIEHHBIMU Tep-
munaneHpiMu myTtanusmu B renax FANC, TERC, CTCI, ADA, xapax-

tepupimu s BpKMH. Us nux 3 nabmopanucs ¢ npuobperennoit AA
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(2 — 6ea [THI-ksona, 1 — ¢ [THI-kmoHOM), a emte 2 — ¢ HesiCHOI IUTOME-
HUeill, HeOOBSICHUMON APYTMMU 3a60/€BaHUSIMU U Y MePEHHOMN FUMoNIasu-
eit kocrHoro moara. [Ipu 9TOM Y OJIHOM 60abHOM C yMEepeHHOH HUTOoNneH e
M MIMOKJIETOYHBIM KOCTHBIM MO3rOM OblI ceMeHHbIl aHAMHE3 PasBUTHUS
B/I, Ho oTcyTcTBOBaMM HEOOXOAMMbIE KIMHUKO-1a00paTOpHblE KPUTEPUH
nast Bepuduranmu Hacsaenctsennoro sabonesanus. st mckimouenus
KOHCTUTYLMOHAIbHOM AA NCIOIB30BAIMCh TAKIE METOABL UATHOCTHKHY,

Tabnuua. Xapaktepuctnka GonbHbIX C HOCUTENBCTBOM FEPMMHANbBHBIX MY TALMMA, OTBEYQIOLMX 30 PA3BMTUE
BPOXAEHHOM KOCTHOMO3OBOW HE[OCTATOYHOCTH, M NPUOBPETEHHOM runo/annasmelt koctHoro mosra: B —

BPOXAeHHbIN anckepartos; [1B B19 — napeosupyc B19

KaK MOJHOe cekBeHupoBaHue skzoma, DEB-rect, onpenenenune ornocu-
rensnoit naunsl resomep (OAT) u ap. Hu y onnoro us 6osbHbix He 65110
JIOCTATOYHO KpUTEepHeB s Auarnoctuposanus spKMH.

Peayasrarer u obcysxaenme. Tpoum GonbHBIM C TpuOGpeTeHHOI
AA n nocurenscreom myranun KMH nposopmnnacs ummynocynpeccus-
nas tepanus (VICT): y nsoux ncnonssosann AT, uuxnocnopun u ai-
Tpombomnar, a ele OHOMY — MOHOTEpanus UUKJI0CIopuHoM. Taxsxke y B.
Ne 4 Gpina BeisiBrena mapsosupyc Bl9-
undeK1us, 4TO TOTPe6OBATO BBEAEHUS BHY-
TPUBEHHOr0 UMMyHOrI00yauHa. [1pu aTom
HM y OJJHOrO U3 HUX He ObLIO JOCTUIHYTO
remarosornueckoe yayumenne nHa VICT
M BCe OHM PAaCCMaTpUBAJINCh KaK KaHIU-
natel gas Bemosnenus: anno-1T'CK. [Isoe
OOJILHBIX C HESICHOM LUTONEHMEH, I'HIIo-
Miasneil KOCTHOTO MO3Ta M HOCHUTEJ]bCTBOM
myTtanuit B(pKMH ne umenu rpancdysuon-
HOM 3aBUCHMMOCTHM U HabJ0gaanch 0e3 Ka-
koi-11bo tepanun. Ha rexyumii moment
Y HHX OTCYTCTBYET IPOTPECCHS LUTOIIE-
nuu (nabmonenue 2 u 5 net) u HeT AAHHBIX
sa passurre MJIC u apyrux kionaabHbIx
3ab0sIeBaHMIT KPOBHU.

3axmouenne. Ha ceronns neussecrtno,
HACKOJIBKO HOCHTENBCTBO MyTAalMH, acco-
nuuposaHHbix ¢ passutnem BpKMH, Baus-
eT Ha TeueHUe TPUOOPETEHHbIX AllIa3uii
KocTHOro moara. Heobxomum TmiaTenbHBIN
MOHMTOPMHF OTUX 60ﬂbelX Ha l‘lpeLLMeT
yCyry06JeHHs UTONEHNYeCKOro CUHAPOMA,
a Tak)kKe pPasBUTHUS KJOHAJIBHON 9BOJIIOLUN
3aboJeBaHMsI.

Maromepoea AY.!, Manracapoea 9.K.'2, Ta6eeea H.I!, Benkuna O.C.!, Mapronun O.B.", ®actoea E.A.!, Barosa M.O.", Hectepoea E.C.,
Butep M.E.!, Kopuruna A.M.!, O6yxoea T.H.!, Buaepman b.B.!, 3eonkos E.E.'?

PE3YJIbTATHI JIEUEHU S MOKWJIBIX BOJbHBIX IUO®Y3HOM B-KJIETOYHON KPYITHOKJIETOYHOM JTUM®OMOM (ABKKJI)
(HEPAHJOMU3UPOBAHHOE NCCJIEJOBAHUE)

'OreY «HMUL rematonorums Munaapasa Poccuu; *OIEQY BO «Poccuiicknit yrusepeutet meamumnb> Munaapasa Poccum

Beenenue. Crannaprom nevenus noxkuibix 6onpubix JIBKKJT ocra-
ercst nporokon R-CHOP. [lo nenasuero Bpemenn ne 6uu10 60see adpdex-
TUBHBIX TpoTokoaos. CouetaHue ¢ xumuoTepanueil TapreTHbIX Mpena-
paros (ubpyTMHMO, neHANMAOMUA, MONATY3ymab BeJOTHH) yBeJIUUUIIO
uacrory nonHoit pemuccuu (ITP), 06wt (OB) u 6eccobbiTuiinoii Bbisku-

Baemocrtu (BCB).

Puc. 1. O6was sbixmBaemocTs noxunbix GonbHbix JBKKI

ABKKJ
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Puc. 2. beccobbITMItHAS BLIXMBAEMOCTb MOXMABIX BOMbHBIX

Lens paGorer. Ouenuts oddexrusnocts tepamuu R-CHOP,
R-CHOP-nenanunomun (L) — ubpytunub (1), R-Pola-CHP y noxuasix
Gonbubix JIBKKJI

Marepuaast u meropsr. C 2014 no 2025 r. nponeunnu 48 Gonbubix
or 65 no 90 ner, meauana — 73 roga, my>xunn — 15 (31%), xenmun —
33 (69%). Kpurepuu srmouenus: Gonbusie IBKKJI 6es nanbueiiiue-

ro yrounenuss (BAY) (de novo
u TpaHcopMupoBaHHas
(xABKKJI), orcyrcrsue mpen-
LIECTBYIOIIEH XMMMUO-
4eBOU

u ay-
Juarnos
YCTaHABJIMBAIN COINIACHO KpH-
repusm BO3 2008, 2016, 2022
rr. Tepanuio R-CHOP (ucropu-
4eCKUil KOHTPOJIb) oty auau 20
genosek, 14 (70%) us aux — 6
kypeos u 6 (30%) — 4 xypca;
R-CHOP-L-I (menanugomum
10 mr u ubpyTunn6 420 mr 1-10
nan) — 20 Gombabrx, 18 (90%)
noxyunn 4 kypea, 2 (10%) — 6
kypcos (c TJIBKKJI) u R-Pola-
CHP noayunnu 8 uenosex — 4
kypca. Yersepbim  GosabHBIM
80 ser m crapue nposoguin
R-mini-CHOP-L-1/ R-Pola-
mini-CHP.  Xapakrepucruxa
GOJbHBIX MpejCTaBjieHa B Ta-
baurte. [Tanuenram
[pOBe/EHbI

Tepanunu.

[938:8%
obssarenbHbIe



pyTuHHBIE nccaenoBanus. Llurorenernueckoe mccnenosanmne
meronom FISH na nepecrpoiiky Bcl-2, Bel-6, C-myc BbInonHU-
au 43 (89,6%) GosbHBIM, MOJIEKY/ISPHOE UCCJE[0BAHUE METO-
pom TP na myraumio 7P55 — 23 (48%). Pesynbrars neue-
Hus onenusaau no kpurepusm Jlyrano 2014 r. [6]. CoberTuem
CUMTAJIM POrpeccuio, nepeBox Ha Tepanuio 11 munnn, penuaus
u cmepTh ot J1060i1 npuunnsl. Orser ouennsanu no [TOT/KT,
HpPU MOPa’keHUU K/M BBIIOJHSIN TPENAaHOOUONCHUIO, UMMYHO-
dbenoTunupopanue k/m MeTonOM NPOTOUHOH HUTODIYyOPUMET-
puu u B-xaerounyro knonansHocts merogom [TLIP.

Peayabrarnt u obcyskaenne. Myrauuns rena 7P55 Gouia
soisiBrena y 6 (26,1%) us 23 Goabusix, Bel-6 — y 9 (20,9%)
us 43 u C-myc — y 1 (2,3%) us 43 uenosex. Ha repanun
R-CHOP IIP pocrurnyra y 12 (60%), YP — y 5 (26%), npo-
rpeccust — y 3 (15%) GoabHbix, Bcem Goabubim ¢ UP u ¢ npo-
rpeccueii nposoanau tepanuio 11 muann R-DHAP. Peungus
passuiica y 3 (25%) uenosex uepes 7, 10 u 36 mecsaues coort-
BETCTBEHHO; Y GOJBHOrO C PELMAMBOM uepes / MecsLeB Oblia
de novo IBKKJIL, y ocrameumix 2 — tJABKKJL. Ha repanuu
R-CHOP-L-I ITP pocturnyra y 18 (90%) ns 20, B Tom uncne
y4usb — ¢ myraumeit 7P55. Peunpue passuncay 1 (5%) Gonb-
Horo ¢ de novo [IBKKIJI uepes 6 mecsaues. Ha repanun R-Pola-
CHP IIP pocrurnyra y Beex 8 GOJIBHBIX U He ObLIO pelUANBa.
O6umas u BCB 6onpabix Ha R-CHOP cocrasuna 50 u 43%,
na R-CHOP-L-I — 100 u 85%, na R-Pola-CHP — 100 u 100%
coorsercrsenno (p = 0,042 u 0,002) (puc. 1 u 2). Mennana na-
6monennst cocrasmia 60, 15 u 16 mecsimeB COOTBETCTBEHHO.
[emarosoruyeckas 1 HereMaToJOTMUYECKass TOKCMYHOCTD Obliaa
IpuemMIeMOI Ha BCEX POTOKOJIAX JIeYeHU .

3axarouenne. Taxum obpasom, coueraHue Tepanuu
R-CHOP ¢ raprerubiMu npenaparamy 3Ha4MTEIbHO yILy IIA€T
oreer Ha tepanuio u yseanunsaer OB u BCB nosxunbix 6onb-

upix [IBKKJI, BIY; y 6onbubix de novo JIBKKJI nocrarouno

MPUNOXEHME 1

Tabnnua. XapakTeprcTuka 1 pesynsTartsl nederus noxunsix GonsHeix JBKKIT

Mokasarenn Mpotokonsl Bcero
R-Pola-CHP R-CHOP-L-1 R-CHOP 48 (100%)
n=8(16,6%) n=20(41,7%) =20 (41,7%)
Bospact/net/ meanara 73 (69-78) 72 (65-90) 74 (65-82) 73 (65-90)
(ananason)
Mon / n (%)
Myx /Xen 4//4 5(25%)/15(75%) | 6(30%)/14(70%) | 15(31%)/33(69%)
Cragmu
1/11 (bulky diseases) 7 3(15%)/1 (5%) /5 (25%) 3(6,25%)/7 (14, 6%)
/v -7 /16 (80%) 3(15%)/12 (60%) 3(6,25%)/35 (72,9%)
Heitponeiikemns,/ - 1(5%) - 1(2,1%)
untparymop LIHC N - - -
IPI
1-2 — Husko-npomex. /1 2(10%)/1 (5%) 1(5%)/3 (15%) 3(6,25%)/5 (10,4%)
3-5 — BbICKO-NPOMEX. 2//5 3(15%)/14 (70%) 4(20%)/12 (60%) 9(18,75%)/31 (64,6%)
GCB-sapuaHt 2 4(20%) 2 (10%) 8(16,7%)
Non-GCB-sapuakt 6 16 (80%) 18 (90%) 40(83,3%)
de novo [IBKKN 7 11 (55%) 15 (75%) 33(68,75%)
TABKKJ1 1 9 (45%) 5(25%) 15(31,25%)
Mepectpoika: n=8 n=20 n=15 43 (100%)
c-myc - 1(5%) - 1(2,3%)
bel-2 - - -
bel-6 2 4(20%) 3(20%) 9(209%)
Myraums TP53 ylunsé y5(31,25%) s 16 0/1 y 6(26,1%) n3 23
Yucno kypcos, n

4 8 18 (90%) 6(30%) 32 (66,7%)

6 - 2 (10%) 14 (70%) 16 (33,3%)
NetanbHocts - - - -
Mporpeccus - - 3(15%) 3(6,3%)

yp 2(10%) 5(25%) 7(14,5%

np 8 18(90%) 12 (60%) 38 (79,2%)

Peunpue - 1(5%) 3(25%) 4(8,3%)

nposegenus 4 Kypcos; cokpawaer cpoku sedenus ¢ 4,5 no 2,6

Mecsiia M Hajd4due myranuu reHa /P55 He ckasaJoch Ha pe-
3yJIbTATaX JEIEHUSI.

Manuunukoea E.1O.

3A IIPEAEJAMM JIETKUX: IOYEMY 'EMATOJIOT JOJI2KEH BBITb I'OTOB K TAXXEJIOMY I'PUITITY

Drooy ANO «Poceuiickas meagmunHckas akagemus HenpepbBHOro npodeccroHansHoro obpasosatis» Muxsgpasa Poccum

Beepenue. I'punn sinsietcst 0AHOM M3 camblX Cepbe3HbIX Npobiem
MUPOBOrO ODILIECTBEHHOTO 3/paBOOXpaHeHus. [IKerogHo Ha mJaHeTe
npoucxoaut | munauapn ciydaes 3aboJsieBaHUs TPUIIIOM, U3 KOTOPbIX
ot 3 10 5 MUJIIMOHOB MPeACTABISIOT COBOI TSXKeble CIyYau, B PesysibTa-
te koropsix ymupawt or 290 000 xo 6560 000 uesnosex. bnaropapst cermen-
rapuoit PHK renetunvecxuit marepuan Bupyca penmuupyercs He3aBucu-
MO OfLUH OT APYTOTO, & TOTOM COBMpAeTCs B KOMILIEKCHI, OJaronaps uemy
BUPYCHI JIEFKO 0OPa3yIoT peacCopTaHThI.

Iens paGoTsl. AHaIN3 COBpEMEHHBIX AaHHbIX O BUPYCe IPUIIIIA.

Marepuanbt u meroast. O630p nTEpaTy PHBIX AaHHBIX.

Peayabraret u obcyskaenue. [lannemuueckue BUpYCH BOZHMKAIOT
B pesyJsbTaTe CKPELMBAHUS BUPYCOB IPUINA NTULl U SKUBOTHBIX, B TOM
qucIle YesIoBeKa. 1ak, peacCOpTaHTHBIHA BUPYC HO/Ly4YaeT IPenMyLeCTBa,
NOCKONBbKY 00J1ajjaeT OfHOBPEMEHHO TeHAMU BHPYCOB >KMBOTHOro/4e-
JIOBeKa U NTuil U crnocoben BeidbiBaTh nangemuio. B 1997 r. B [onkonre
BOBHMKJIA BCMBILIKA, BhizBanHas Bupycom H5NI1. Bupyc 6bi1 Tmatensho
usyuen u ycrpaner. Ho renst Bupyca npogoskaau LUpKyJIMpOBaTh B CO-
crase apyrux Bapuanrtos. B 2003 r. obpasosascs peaccoprant, cnocob-
HBII MIEPEAABATHCS OT YesoBeKa K uesnoseky. Onucansl JetaabHble Calyyan
OT TSIXKEJIOW BUPYCHON ITHEBMOHMHY, BI3BAaHHOW HOBbIM Bapuantom H5NT.
Jlnsa passurus naHaeMUN HEOOXOAU MBI TPH YCJIOBUS:

- AKTHBHAas Mepejada BUPyca oT GOJIbHOrO YeI0BeKa K KOHTAKTHOMY;

- HOBBI BUPYC [0JI7KeH ObITb BBICOKO BUPYJEHTEH;

- HOBBbLi1 BUPYC IOJI’KEH BBITECHATH U3 LUPKYJISLUN APYyTHe LITaMMbI
Y CEpOTHUIIBL.

Heo6x0a1nmMocTh HOCTOSHHONO NPOBEEHMS! TIPOTUBOSIIAEMUIECKUX
mep HecomHeHHa. Cpesin 9TX Mep: PAHHSS AMATHOCTUKA TSIYKEJIbIX ITHEB-
MOHUH U MTHEBMOHUTOB, COBIIOileHNEe MPABUJ 6Ee30MacHOCTU TIPU KOH-
TakTe ¢ NTUIAamMu (IOMaIHUMU U JUKUMU, OCOOEHHO BOMOMJIABAIOIIIMMM)
u, xoneuno, BaxkuuHauus. CyllecTBylole BaKIUHbI CIIOCOOHBI 3all-
TUTb OT NPEOJOJIEHHSI BUPYCOM MEKBHU/0BOrO Oapbepa U Mpef0TBPATUTD
nepexpect undexnuu. Ho 1z-3a HenmpepriBHOro MyTalmonHoOro mponecca
NOTpebyIoTCs MeCsIbl AJIsl U3BMEHEHUs 9TUX BAKLMH MOJl HOBBIIl BAPUAHT
Bupyca B ciayuae nangemuu rpunna HS5NI1. Benbiuku rpunna y nrun
npoucxonst peryaspao. Hosetit Tun Bupyca ntuusero rpunna A(H5NS),
KOTOPBIil OB BBHISIBIEH y HECKOJBKUX COTPYAHMKOB ntunedabpuxu
na tore Poccun, B dpespase 2021 r., nossuiics npu BCnbILIKe CPeAM HOTOJI0-
Bbs nrun. Torna rnasa Pocnorpebnansopa Anna I[lonosa npegynpeauna,
4TO, BEPOSITHEE BCETO, CKOPO MOA0GHBIN BUPYC MyTHPYET 1 CMOXKET AKTUB-
HO TIEPENaBaThCsl OT YEJIOBEKA YETOBEKY, HO €CTh BPEMS MOATOTOBUTHCS
K TAKOMY CLIEHApUI0 — pa3paboTaTh TECTHI U CO3AATh BAKIMHY.

3axaouenne. [Ipuobperenne Bupycamu myTauuii 1 noBbllIEHME X
BUPYJIEHTHOCTH BBI3BIBAIOT KpaiiHiow obecnokoennocts. [Ipouece nakon-
JIeHMSI MyTalMii 1 peKOMOMHALMY CAEPXKMBAET €3KEroHasl BAKIIMHALMSL.
Takske 06eCMOKOEHHOCTh BUPYCOJOTMUYECKOTO COOOIIECTBA BbI3bIBAIOT
supycet H6 u H7, nockosbky oHu 06najaoT BbICOKMM MOTEHLUATIOM
CTaTh NPUYMHOM MAH/IEMUU C BBICOKOI 32001€BAEMOCTbIO U CMEPTHOCTBIO.
Hy>xub dynpamenTaabHble MCCIeI0BAHMS B TOUCKE 3KBUBAJIEHTOB BIUS-
HMSl HAa FeHeTUUeCKHUe TIPOLECCH /sl ONpeaeNeH s TAKTUKHY crenuduye-
CKOit NpOUNAKTUKY U JleueHU sl BUPYCHBIX UH(eK il
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Manonetkuna E.C.', Jlasapeea O.B.", Mapoeuunukosa E.H."?

ITPOGECCUOHAJIBHBIE PUCKI BPAYA-TEMATOJIOTA

'®OrBY «HMULL rematonorms Munsapasa Poccuu; 2“OIEOY BO «Poccuitckuii yrusepcnter meamumbl» Munzapasa Poccim

Beepenne. B cospemennoit Poccun npodeccus spaua nepecrana
GbITh MpecTvykHOM. Baskneiieit npuunHoil 9TON AaBHO HameTHBLIelics
TeH/eHLMEH sIBJSETCS HUSKOE KauyecTBO >KU3HU Bpadeil. Vsyuurs orHo-
lLIeHMe MPAKTUKYIOIMUX Bpadeii-reMaToJoroB ¢ pasHbIM cTaxcemM paboTs
K CIELMaTbHOCTH «Fe€MATOJIOTUS» C YUeTOM PasHbIX (PaKTOPOB PUCKA.

Lens pa6orer. Ompesenuts naubonee sHaunmble mpodeccroHa b-
Hble PUCKM CIIELMAIbHOCTH «[€MaTOoJIOr s> AJIsl paspaboTKu Mep Mo CHU-
>KEeHMI0 KapoBoro aedunuTa.

Marepuast u meroast. By npoanainsnpoBaHbl faHHbIE AHOHMM-
HOro oHJaiiH-anketupoBanus 460 Bpaueii-remaTosoroB AJs B3POCJIO-
ro nacenenus 73 cyonexkros P us Bcex dbenepanbubix okpyros B 2025
ropy. CTpyKTypa ONpOLIEHHBIX B 3aBUCHMOCTH OT CTa)ka paboTbl Bpa-
yom-remaroorom: 151 (32,8%) — 15-30 ner, 120 (26,1%) — 6-15 ner, 117
(25,4%) — 1-5 ner u 72 (15,7%) — cebime 30 ner. Craructuyeckas 06-
paboTka nndopmanuu ocyuiectsaena ¢ nomomsio nporpamm Excel, SAS.

Peayabrarst u o6cyxaenne. Y 125 (27,2%) seibop creunansHocTn
6o cayuaitnbim. Ilpu BbIGOpe CamMoro BaskHOro NpodeccHOHaNTBHOrO
pucka 390 (83,2%) ormernau nocrosiuubLi crpece (mpeobnasaer B rpym-
nax c onsitom paborst o 15 net), 49 (10,7%) — BospeiicTBue BpeaHbIX
xumnueckux sewects, 11 (2,4%) — Boamosknocts nnduunposanus u 8
(1,7%) — nacunue (pusuueckoe u cnosecuoe). MopasbHoe yaosierso-
penue ot paborel nomyuator 418 spaueit (90,9%). [emaronoru co cra-
skem meHee 15 JleT 3HaYMMO MeHblue yaoBieTBopeHbl paboroii (p = 0,04,
OR = 2). Cpeau ocnoBubix npuunn xkaaposoro aedunnra 224 (48,7%)
BbIOpaN TSKeNLy0 yMCTBeHHy1o pabory/muorosapaunocts (1 mp.), 98

(21,3%) — nwmskyw sapmaary (3I1), 94 (20,4%) — sbicokuii yposenb
crpecca, 44 (9,6) — O0TBETCTBEHHOCTD, B TOM 4nCJIe yro10BHY10. Beibupator
1 np. npenmymecrsento B rpynnax 1-5 ner u cepie 30 ner. [Tosropro
BbIOpasu 6bl crienuanbHOCTb «rematoorus» 394 (85,7%). Bpauu co cra-
skem meHee 15 et gocToBepHO wale He caenasnu Gbl MOBTOPHBIHA BeIGOP
(p = 0,03, OR = 1,81). Cuuraior, uro He nouyuator pocroituyto 3I1 346
(75,2%) onporenublx, yaie — Gosiee onbiTHbIE Bpauu. Bpaun Henososb-
nbte 311, nocToBepHo yale He cenanu 6ol NOBTOPHBIIT BIGOP npodeccun
(p = 0,004, OR = 3,14) n vame gymator o nepeesne (p = 0,01, OR = 2,03).
[ymator o nepeesne B apyroii pernon 102 (22,2%) Bpaua, co craxem me-
nee 15 ner — snaunmo vawe (p < 0,001, OR = 3,16).

3akmouenne. Ceronns opranusanus jnedebHOro mnpouecca Ha-
KJIa/(bIBaeT Ha Bpaua TPeOOBaHMS MO BBINOJHEHUIO HE CBOMCTBEHHBIX
s CIlenMabHOCTH obssanHocTelt (oxonomucra, IT-cmenmanucra),
4TO NPUBOAUT K GOJBLIONH HArPpy3Ke B YCJIOBUSIX BBIPAyKEHHOI'O Kaapo-
Boro aeduuura. HanGonee nogsepskensl pucky yxosa us CreluaibHO-
CTH «TemMaroJorus» Bpauu ¢ onsitom meree 10 ser, 4To roBoput o 3Ha-
YMMOCTH BHE/IPEHUS CUCTEMbl HACTABHMYECTBA B Kay</IOM KOJJIEKTHUBE.
[lns coxpaHeHMs KaAPOBOroO NOTEHLMAJIA CHELUAaTbHOCTH He0OX0ANMO,
HOMHUMO TOAHSATHUSI mpecTuska npodeccuu Bpaua, NPUHIATHE HA TOCY-
JapCTBEHHOM yPOBHE MEP COLMAIBHON U I0PMMUYECKON 3alUIIEHHOCTH
PeAKUX CIeLMAaTbHOCTEH, TAKUX KAK FeMATONOTHUS, U [ePECMOTPY HOP-
MaTMBOB TPYROBOH AeATEJbHOCTH M AKTHUBHOTO BHEAPeHMs LUPPOBBIX
TEXHOJIOIHi1, BKJIIOUAsl IPOAYKTbl UCKYCCTBEHHOrO UHTeIeKTa («roso-
COBO¥1 BBOJI TEKCTa»).

Manscoea H.C., Nasnosa A.B., A6acos P.X., fleopaneea E.A., Cmetanuna H.C., Paiiknna E.B.

COMATHUYECKHUE MYTAIIH B TEHE 7P53 KAK ITPEJJIKTOP PHICKA MUEJIOUTHBIX HOBOOBPA3OBAHII ITPY CIH/IPOME
[IIBAXMAHA — JAIMOHJIA

DIeY «HMMLU ATOU um. Omutpus Poravesa» Munsgpasa Poceuu

Bsenenune. Cunnpom Illsaxmana — [Haiimonpa (CLII) — penkoe
ayTOCOMHO-peLieccuBHOe 3aboJieBaHMe, XapaKTepPU3YIOLIEeCss KOCTHO-
MOSrOBOM I'MIIOIIA3HEN U BHICOKMM PHCKOM Pa3BUTHSI MHEJIOUAHBIX HO-
Boobpasosanuii, Braoyas MJIC u OMJI. Ocuosoit narorenesa ciy»xar
myTauuu B rese SBDS, napymaromue 6uorenes pubocom. B megunmnckoii
Hay4HOI1 JIUTepaTy pe UMEITCs AaHHble 0 ToM, 4To y nauuentos ¢ CIII/L
axcnpeccust TP53 B kocTHOM Mo3re Gblia MOBbILIEHA IO CPABHEHUIO C Ma-
uMeHTaMu ¢ Apyrumu (popmMamMm KOCTHOMOSTOBOH HEAOCTaTOYHOCTH.
Hedbunur SBDS naxknaspisaet orpaHuyeHne Ha NPUCTOCOBIEHHOCTD K€~
TOK, YTO OIPEAEISIET CEJEKLUI0 COMATHUECKUX KIIOHOB Yepes3 pasindHble
mexaHusmbl. Myranuu B rerne 7P55 npuBOAsIT K HEAAANTUBHOMY ILyTH,
A1 KOTOPOTO XapaKTepeH MOBBIIIEeHHbIN JEeWKO3HBIA MOTeHIMa BCIe/-
CTBUE MHAKTUBALMU KOHTPOJIbHBIX TOUEK OILyXOJIEBBIX CyTIPECCOPOB.

Iens paGorer. Ouenuts CBA3L MeXAY HATUUMEM COMATHUECKUX My-
rauuii B rene 7P55, ux ajjieabHON HAIPY3KOM U KJIMHUKO-T€MAaTOJIOrYe-
CKUMU NMPU3HAKAMU MPOTPECCUPOBAHUS B MMEJOU/HbIE HOBOOOPA3OBa-
nus npu CIIIJL.

Marepuans u meronsl. B uccienosanue 6bi1 sratouen 41 naument
(1-18 ner) ¢ mopreepskaenubim guarnosom CIII/L. Beito mposeneno tap-
retHoe cexBeHuposanue Hooro nokosenus (NGS) [IHK, seipenennoit
13 06pasloB KOCTHOTO MO3ra U mnepudepuyeckoil KpOBU, C MCTIONb30Ba-
HUeM CreLUaJbHO paspaboTaHHON MaHenn AJISI OLEHKU KJOHAJbHOCTH
remornoasa.

Peayabrarst u obcyxpaenne. Comarnueckue Bapuantsl B rede 7P55
6butn BoisiBensl y 8 naumentos (19,6%). Vs nux Toabko opun nanueHt
(14,3%) passun OMJL. Bousbluas 4acTb BHISIBIEHHbBIX FeHETUYECKUX U3Me-
nenuit B rene 7P55 (8 us 9 Bapuanros) umena nesbicoxyo (3-7%) oo
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anvrepuatustoro aeass (VAF) u Gbuia npencrasnena muccenc-same-
Hamuy, noxanusosanusimu B [JHK-cBsasbiBaromem momene Genka. Y Bcex
HALMEHTOB C TAKMMU BAPUAHTAMM, BKJIOYas OJHOIO IALMEHTA C ABYMS
Hesasucumbimu mytauusimu B P55 ¢ VAF 3%, sa nepuon HaOJIIONEHUS OT-
CYTCTBOBAJM MHBIE COMATUYECKHE COOBITHS M LIUTOreHeTHYeCKHe aHOMa-
JMU, a Takxke He ObLIO OTMeueHO npuaHaxos nporpeccuposanus 8 MJC/
OMIJL OrtcyTcTBUe NPUBHAKOB Iporpeccuu 3aboJIeBaHMs TAKKE OTMe-
4asIoCh y ABYX MALMEHTOB C PA3/IMYHBIMU KOMOMHALMSAMU €HETUYECKUX
BAPUAHTOB: y MEPBOr0 — IPU COYETAHUU BBISBJIEHHOIO BAPUAHTA B I'eHE
TP55 (VAF = 5%) ¢ nBymsa KOMIIEHCATOPHBIMU COMATHYECKUMY BapMaHTa-
MU, npuBoAsUMHU K otepe (pynkuuy, B rere E/F6 (VAF 41 9% coorser-
CTBEHHO), 4 y BTOPOrO — MPYW HAJIWYMH OJHOTO COMATHYECKOTO BAPUAHTA
B rene 7755 (VAF =4%) u rene SBDS (VAF = 9%). ¥ nauunenra, passusiue-
ro OMJI, nomumo myrauuu B rene 7P55 ¢ soicokum VAF (68%) nurorene-
TU4ecKU ObLI 0OHAPYKEH KJIOH C jieJleliieli JJIMHHOTO MJ1e4a XPOMOCOMBI 5,
MOHOCOMMeH xpomocombl 7 n penenneii 3'-konua rena £716.

3akiarouenne. llsonuposaHHble comMaTMuecKMe MyTauuM B TeHE
TP55 ¢ HUBKOII aJyleIbHON HArpysKOH MOTYT MJIMTENBHO MEPCHCTHPO-
Barh 0e3 PasBUTHUS 310KAYECTBEHHOTO MPOLECCa, UTO yKasblBaeT Ha UX
HEOCTATOYHBI OHKOT€HHBIM MOTEHIMAJ OT/EJNbHBIX KJIOHOB C BapUaH-
tamu B rene /P55, Passurue MJIC u OMJI mosxer 6biTh acconmuuposa-
HO CO 3HAYMTEJHbHON KJOHATBHON SKCMAHCHeH KJEeTOK, HeCYIUX Moa00-
Hble MyTAalMM B KOMIUIEKCE C APYTMMM XPOMOCOMHBIMU abeppauusmu.
Hns crpatudbuxanuu pucka y nanmentos ¢ CIIJI xputnueckn Baskna
KOMIIEKCHAS OlleHKa He TOJbKO (paKTa Hanuuus myTaiuii B rene 7P53,
HO U UX aJIJIEJIbHOM HAIPY8KH, & TAKIKe MOKMCK COILy TCTBYIOLUX LIUTOr€He-
TUYECKUX HAPyIIEHUH.



MPUNOXEHME 1

Manyuaposa K.A., Kpobuteu U.N., LLanosa A.1O.

TPAHC®Y3UOJOT'MYECKUE PUCKI MHOI'OKPATHBIX TEMOTPAHC®Y3UM: KIMHUYECKUI CIYYAY TEMOJIN3A,
OBYCJIOBJIEHHOI'O AJIVIOAHTUTEJIAMU CUCTEMBI KIDD

Proy «POCHUNIT PMBA Pocceum»

Beenenne. Ilanuents, Hy’kpamomumecss B MHOTOKPATHBIX Te€MOT-
pancdysusx, COCTaBJASIOT TPYTILY BBICOKOTO PUCKA aJJIOUMMYyHU3ALNH.
OcoGy10 npobiemy NpeACTaBJISIOT alJOAHTUTENA K AHTUIEHAM CHCTe-
mbt Kidd, xapaxrepusyrouiecs HU3KOIl aBUAHOCTBIO U TPAH3UTOPHBIM
TUTPOM, 4TO MOKET MPUBOAUTH K JOXKHOOTPULATEIBHBIM PE3yJIbTATAM
pyTVlHHOFO CKPHHV[HF& nu Pa3BMTV[}O nOCTTPaHC(i)ysV[OHHbIX reMmoJinTru4ye-
CKUX peakLuii, B TOM YMCJIE OTCPOUEHHBIX.

Iean paGorol. [lemoHcTpanus 3HAYMMOCTH PEAKUX, HO KIAMHUYECKU
Ba)KHBIX CUCTEM TPYIIN KPOBU Ha IPUMEPE KJIMHMYECKOTO CJLydasl.

Marepuanbt u meroasl. Marepuasnom mccefoBaHus sIBJISUINCH pe-
3yJIbTaThl UMMYHOI€MaTOJOIMYECKUX UCCIefoBaHMii (rejeBast cucrema
BIO-RAD (IIseiinapus)) n naHHbIe MEAULMHCKON AOKYMEHTALNU.

Peayabrarer u obcysxaenne. [lanuent 66 ner ¢ sepudunmuposan-
upm B 2014 r. B-XJIJT (CD19*, CD5*, CD23%; ucxoausiii iumdonuTos
120x10%/n), monyuasmuit repanuio FCR (1-a aunus, 2016 r.) u RB (2-a
aunns, 2019 r.). Ilpu nocrynnenun B anpese 2024 r. na ¢poue nporpec-
cun otmeuanacs anemus 2 cr. (Hb 87 r/n), rpomGonuronenus 3 cr. (PLT
34x10%/n), aumdbonuros (WBC 63,2x10%n), toransnas numdounnas
I/IHC}JI/IJ‘IpraLII/IH kocrHoro mosra (94,6%). B cBasu ¢ oraromennsim kap-
JMOJIOTUYECKUM aHAMHE30M, HAPACTAHUEM aHEMUHU JI0 3 CT. M aHEMMYe-
CKMM CMHAPOMOM HadaTa reMOKOMIOHEHTHas Tepanus. ['pynna kposn
B(I11) Rh+, ¢penorun CcEeK+. Ilepsuunbiii ckpuHuHr anTUTEN — OT-
puuarensusiit. lepsas rpancdysus OB — 6es ocnoxuennii ¢ ane-
kBatHbIM npupocrom Hb (76—85 r/n). Unuuuuposana repanus 3-it nu-
Huu (BeneToksaxc + putykcumab). [losropusie Tpancdysuu (2-s u 3-51)

HeaexTUBHBI, MOABUINCH NabOpaTOpHbIe MPU3HAKY TeMOTN3a: OUIIH-
pyoun — 40,9 Mxmonb/s1, MoBbIIEHNE PETUKYIOHUTOB U PparMeHTHPO-
BaHHBIX 9puTpouuTtos, spurpountypus (50 B n/3) npu orpunaresbHbIx
pesyabrarax [IAT'T u HAT'T. Crepyromas tpancdysus @B, necmor-
PSl Ha OTPULATEbHbIIA CKPUHUMHT, CTAHAAPTHOE COBMEILEHNE U OTPHLA-
TesnbHy10 Guonpoly, uepes | yac BbI3BBasa KAPTMHY OCTPOrO reMOJU3A.
Jlnsl OLeHKM MMMYHOJIOTMYECKOH COBMECTHMOCTH ObUIM MCCJIEA0BAHbI
OCTATKU MepeNnToil cpeabl U Kposb nanuenta. [Ipu pacmmpennom uc-
Clle0BAHUM BBISBIEHbl aHTU-Jk® aHTHUTena kiacca IgM (ITAT'T or-
puuarenbubiil). Beneroknakc Bpemenno ormenen. Bce mocaenyrouine
TpaHcdysuM NPOBOAMINCH 10 UHAMBUAYAJILHOMY NMOAGOPY C yueTom
antu-Jk?, uto uckmrounno nosropenue remoausa. Hecmorps na obsasa-
TeabHOE mpoBeaeHne ckpuHuura amnoanturena B HAI'T, puck nesbias-
nenus antu-Jka ocraercsa sbicokum. [lannble anTuTena XapaKkTepusy-
1orcs «addexTom A03bl», HU3KOH aBuaHOCTHIO U adpdunnoctso. Kpome
roro, Tutp antu-Jk antuTen GbICTPO CHMKAETCS O HeOHpejeseMo-
ro. [TosTomy Takue naumeHTHl OCTAIOTCS B IPYIIIE PUCKA 110 PA3BUTUIO
NoCTTpaHCQy3NOHHOrO reMon3a 1 Kaxaas nocaeaymomas Tpancdysns
DB, conepskawmas Jka anturen, npuseaer K yBeJUUEHUIO TUTPA AHTHU-
TeJ U PASBUTHUIO FeMOJIU3A.

3axmouenne. [lns muHumunsaunu tpancy3MOHHBIX PHCKOB KpH-
TUYECKU BaAXKHbI y'-leT 1 IMMOXXM3HEHHOEe llOKyMeHTV[POBaHV[e BblﬂBJ‘[eHHO]‘/Jl
annocencubuausanuu k anturenam peaxux cucrem (Kidd). Hannune
y NalMeHTa NepCOHAIbHON KapThl aJII0CEHCMONINBALMH OCIE BBIITUCKU
ABJISIeTCS1 00A3aTEbHBIM 3JIEMEHTOM I1PEEMCTBEHHOCTH.

Mapkenos B.B.", Ocunos tO.C.2, Cokonosa E.K.3, Bonownn C.B.*, Mateirun O.M.°, Anekceesa FO.A.?, Cunkeeuu A.A.%, Tepewenkosa M.A7,
Xacanosa H.A%, Cypraeea 1.M1.°, 3unnna E.E.'°, Camoitnoea O.C."", Munaesa H.B.'2, Tnonnna H.H."”®, Anuykoea J1.B.', Marpakosa E.B.",
3y6koea E.B.'S, KyewuHoe A.10.", 3ioarun U.C.'"8, Ykpannuenko E.A.'"%, KonecHukosa M.A.%°, Crenouknn MU.C.2', Maeniouenko E.C.2%,
Bunorpaposa KO.H.2%, Koncrantunoea T.C.5, Taspunenko A.H.!, astan A.A.3, Machukos A.A.7, Mepeepeea H.B.5, Yekanos A.M.", Monosa M.O.,
Canory6 IH.2, ®epoposa J1.B.", Nlenuk K.B.!, Crensmax J1.B.!, Konpakoea E.B.", Bakoe B.B.!, Muxaiinoea H.B.!, Kynarun A.L.!

TIEPBAS JIMHUSI TEPAITAY TTEPBUYHOM JTIMM®OMBI IEHTPAJIBHOY HEPBHOY CUCTEMBI:
BCEPOCCHUICKOE MHOTOI[EHTPOBOE UCCJIEJJOBAHUE

'®rBY BO «[Mepswit Cankt-lNeTepbyprekuii rocyaapcTserHbIN MeaUUMHCKMIA yHuBepeuTeT nmenn akagemuka M. T, Maenosa» Munsppasa Poccuu, HAM AOTUT um.

PM. lop6auesoit; ?“PIBY «<HMULL um. B.A. Anmasosa» Munsapasa Poccu; *OIBY THLL «DMBLL um. AW, Byprazana @PMBA Poccuuy; “TBY3 «JTOKB»; STAY3 CO «COKB N2 1»;
°KIBY3 «KKB N2 15; “TBY3 Pecnybnuku Kapenns «Pecnybnmkarnckas Gonbrnua um. B.A. baparosa; 86 N2 31; KTBY3 «KKB»; '°BY «COKB»; '"TBY3 HO «HOKB um. H.A. Cemawko»;
2DIY KHUTUITK PMBA Poccums; PKIBY3 «KKB umenn C.M. Cepreesas; “BY3 BO «BOKB N2 1»; "BY3 BO «BOKE N2 25; "“TBY3 «OO[y; VPIBY «POCHNATT PMBA
Poccums; BDIBY «HMULL onkonorum um. H.H. Metposa» Munaapasa Poccuu; TE N2 17; °TBY3 HCO «[KB N2 25; 2TOBY3 «HOKB»; 22?DrQY BO «C3TMY um. M. Meynukosa»
Munsapasa Poccuu; 2PIBY «PHLPXT um. ak. A.M. Tparosa» Munsapasa Poccuu

Beepenue. [lepsuunas numdoma neHTpaIbHON HEPBHOH CHCTEMBI
(IIJILTHC) npeacrabaser coboil peakuit BapuaHT aum¢domM HMMYyHO-
[PUBUJIETMPOBAHHBIX 00/IaCTell, XapaKTepU3yHOLMHCS arpecCUBHBIM
KJIMHNYeCKUM TeueHnem. B Hacrosamee Bpemsa B Poccun orcyrersytor cu-
CTEMAaTUYECKME JAHHbIE O PE3YJ/IbTATAX JIEUEHUs] U IPOrHO3€e Y MALUEHTOB
c IIJILHC, a rekywmuii repanesrnueckuil nanamadr ocraercs Heompe-
JleJIEHHbIM.

Iens paGoTsr. OnennTh KAMHUKO-3MUIEMUOIOTUYECKIE XAPAKTEPH-
ctuku u adgdexTuBHOCTL Neppoit muHuu nummyHnoxumuorepanuu (MXT)
y nauuenros ¢ [IJIITHC B peanbhoii knunnveckoii npakTuxe.

Marepuanst u meronsl. B nepuon ¢ 2010 mo 2025 r. us 23 uenrpos
Poccuu B perpocnexTuBHOe nccienoBanue Oblin BKIOYeHbl 222 B3poc-
abix maunmenta ¢ aumarnosom IIJILIHC, xoropbie nonywanu nedenue
no nporoxoiam MXT. Kitouesble xapakrepucTiky nanueHTos u sabose-
BaHUS NPECTABJIEHBI B TabnuLe.

Peayasratst u obcysxaenne. B crpykrype UXT pesxumer Ha ocHoBe
BblcokogosHoro merorpexcara (HDMTX, >3 r/m%) ucronb3oBanuCh y 164
nauuentos (69%). HauGosee uacto ucnonbayemMbimu peskuMamMu Ha OCHO-
e HD-MTX sasasmuce: R-HDMTX-AraC (2 = 49; 22%), R-HDMTX (1 =
31; 14%), R-MP(D)V = Len (n = 24; 11%). Pesxumsr ¢ Brouenuem MTX
<3 r/m? npumensituces y 23 (10%) nanuentos. ¥ 15 (7%) GonbHbIX ncnosb-
30BaJslach MeToAMKa uHTpaaprepuanbHoil X1 ¢ Briarouennem MTX B ycso-
Busx spemenHoro orkpeitusa ['OB. Ocranbubie nauuents (12 = 31; 14%) no-
ayuanu apyrue uarercusnble (R-DeVIC — 1 = 3; 1%) u HemnrencusHbie

pexxumsl (7 = 28; 13%), npeumyiuecTBeHHO Ha OCHOBE TEMO30JIOMUAA
(n = 11; 5%). Ouenxa orsera Gbi1a npoussesena y 190 Gonbubix (86%).
Ob6mnexrusnbtii orser (OO) 6611 pocrurnyty 130 naunenros (68%), Bkiio-
yast nosublit otsetr y 73 (38%) u yactuunsiit orser y 57 (30%), crabunusa-
nuio y 20 (11%), nporpeccuposanue y 40 (21%). Jleransnocts, ceasannas
C OCJIOXKHEHUSIMHU, 10 PeCTagrpPOBAHMS HabJIr01a/1aCh y 15 GombubIX (7%).

Puc. O6was u 6eccobbituiHas BbixueaemocTs y nauuentos ¢ [MJILHC
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Yacrora moctuskenuss OO 6Gbuna Bbllle y MALMEHTOB, KOTOPblE MOSYYHU-
mu HDMTX, — 67% B cpaBHeHuM ¢ manueHTamul U3 IPYIIbl HEMHTEH-
cusHbIX pexxumos — 37%, p < 0,001. ITpu mennane nabmonenus 12 mec.
2-nerusis obmas seixkuaemocts (OB) cocrasuna 46% (95% I 38-54),
a 2-netnsis Geccobbituitnas seixxusaemocts (BCB) — 32% (95% JI 25—
40) (pucynox). Ilo pesysnsratam ognodaxropuoro ananusa na OB (HR =
2,47; p = 0,001) u BCB (HR = 2,75; p < 0,001) Busin ronsko ECOG cratye.
Hcnonssosanne HDMTX xapakrepns3oBasiocs JIuub TeHASHUMEN K YLy -
wenuto OB (HR = 0,71; p = 0,14) u BCB (HR = 0,68; p = 0,07). [Tonapuoe
cpaBHeHUe Hanbosee 4acToO UCNOb3YeMbIX pexxumos Ha ochose HDMTX
(R-HDMTX, R-HDMTX-AraC, R-MP(D)V = Len) ne BoisiBuiio pasnuamii
B nokasarensx OB u BCB (p > 0,05). Cpenn naunentos ¢ OO (n = 130),
koHcosmmaauunio noayuunau 45 (35%): 27 (21%) — BAXT c nocaenyrouweit
ayto-TT'CK u 18 (14%) — roranbhoe 06ayuenue I'M. ITokasarenu 2-net-
ueit OB u BCB B rpynne xoncomnpaunu cocrasuau 80% (95% AU 66-96)
n 63% (95% 11 57-86). He 61110 3adbukcupoBano BAMSHIS METOA KOHCO-
suaupyioweit repanuu vu Ha BCB (p = 0,78), nu na OB (p = 0,96).
Bawmouenne. Knunnueckuit npoduib nanuenTos B 1ejgom coorset-
CTByeT OMyOJMKOBAHHBIM JAHHBIM. DOJIBIIMHCTBO MALMEHTOB MOJLyYasu
CXeMbl JIeYeHUsl, COOTBETCTBYIOLIME MEXKYHAPOAHBIM PEKOMEHIALUAM,
TEM He MeHee y 3Ha4UTebHON YaCTH UCIIOIb30BAINCH HEONITUMAJIbHbIE M0/
xozbl. Camble BBICOKHE MOKA3aTeNN BbI>KUBAEMOCTH HaOJIOAAINCH Y HALU-
enTos, koropsie gocturan OO 1 noILy YnIKM KOHCOMMAMPY IOLLY IO TEPAIIHIO.

TC16]'II4LI,C1. Kniouesbie XAPAKTEPUCTMKM NALMEHTOB U 3abonesauus

XapakTepucTuku | n=222(100%)
[Mon
Myxckoit 96 (42%)
Kenckuit 126 (58%)
Boapact Ha MOMEHT NOCTAHOBKM AMATHO3a, MEAMAHA (AMaNa3oH 59 (27-82)
ECOG-craryc
ECOG 1 63 (28%)
ECOG 22 159 (72%)
lpynna pucka no wkane MSKCC
Huakui 28 (12%)
MpomexyTouHbIA 86 (39%)
Boicokuit 108 (49%)
B/Y-nosutmeHbIit cTatyc 10 (5%)
[uarHocTuyeckas MaHunynaums
Xupyprueckas pesekums 122 (55%)
Crepeotakcuieckas buoncus 99 (44%)
N®T nnksopa 1(1%)
NuddysHas B-kpynHokneTouHas numpoma 217 (98%)
Mopaxenue rybokux cTpyktyp M 137 (62%)
Mtoroouarosoe nopaxetue TM 108 (49%)
JlentomeHmHreansHoe nopaxetue 22 (10%)

Menuksan AJ1!, Cy6opuesa M.H.", Kynukos C.M.!, Ya6aesa tO.A.!, unasutamrora E.A.', Hosocenos K.IN.%, Knussesa E.A.%, Eroposa A.C.2,
Crenoukut U.C.2, Koponesa E.B.5, Coiuesa T.M.*, Bensrecoea B.M.%, MyTtuHuesa A.1O.°, Cenpepora O.M.%, Bacunbesa U.B.7,
Komapueea E.1O.5, Kannuna A.A8, Baxtuna B.M.°, Muxanes M.A.?, Yephbix 10.5."°

KJIVMHUAKO-TEMOTPAGMYECKHE XAPAKTEPMCTUKI BOJBHBIX UICTUHHOM IMOJUIIUTEMUEN X MUEJIO®UEPO30M B POCCUM

'PrBY «HMULL rematonorum» Munzapasa Poccun; 2TOBY3 «<HOKB»; *TBY3 TO «OKB N2 15; “TBY3 AO «AMOKB»; *BY300 «[KBE N2 1 um. Kabarnosa A.H.»; *OlBY3 «Mpkytckas OUKE»;
TBY3 CO «LUIB N2 75 !TBY PO «POKB»; “®IBQY BO «KPACTMY um. npod. BD. Boitno-Iceneuxkoro» Munsgpaea Poccuu; '°T6Y3 MO «MOHMKM um. M.®D. Bragummpckoro»

Beepenne. Vcrunnas nonunuremus (MUIT) u muenopubpos (MD)
XapaKTepusyIoTCsl HaaumdueM KoHcruryuuoHanpubix cumnromos (KC),
BBICOKMM PHCKOM TpPOMOGO30B, Me/IEHHO MPOrpecCUpYIOIUM TedeHH-
eM C BO3MOXXHOU Tpchti)opM&unefx’I B OCTPBIM MMEJIOMJHBINA JIeHKO3.
Y GoJabHBIX ¢ CHMITOMAMHU OILyXOJEBOIl MHTOKCHMKauuu Habmopaercs
MojaBIeHHOE DMOIIMOHAJBHOE COCTOSIHME, CHMIKEeHBI KauyeCTBO >KU3HHU,
NOBCeiHEBHASI AKTUBHOCTH U TpyRocnocobnocts. Hannune KC apasercs
HebnaronpusaTHHIM (PAKTOPOM, BKJIIOUEHHBIM B MPOTHOCTUYECKME LIKa-
JIBI TIO OTpenesIeHHI0 0XKUAaeMo obueit BpkuBaemoctu 6oabbix MD.
Hexonrponupyemsie KC ciysxar nononnurensHsim Kpurepuem, onpese-
JISIOLMM HAvaJjio MeIMKaMeHTO3HOIO JIeueH U sl.

Iens paGoTsr. Mayuuts nemorpaduueckue u kJIMHUYeCKe XapaKTe-
pucTUKH, KadecTBO skusHM nanuentos ¢ MO wnu NTT.

Marepuanbt 1 meroapl. B muorouentposoe HabmonaTeabHOE Mpo-
CHEeKTHMBHOE KJMHHMYECKOe MCCJIeIOBAHME C LEeJbI0 ONMMCAHUS IOJXOM0B
k sevenuto nauuentos ¢ M@ u UIT ¢ KC B ycnosusix pyrunnoit knnHu-
ueckoit npaktuku B Poccuiickoit Menepaunu sxmouens 2005 GonbHbIx
u3 49 uenrpos: UIT — 1019 (50,8%), MD — 986 (49,2%). KC ouenusa-
aucs no onpocuuky MITH-10.

Peaynbrars: u o6cyxaenne. Ha moment ycranosnenus auartnosa me-
auana soapacra y 6oabubix WIT 57 ner (17-86), MD — 55 aer (16-91).
Cootrnouenue m:x npu MIT 6bu10 391:628, MM 332:654. Tpenanobuoncus
seinoanena 6oasubim VI B 57,3% cnyuaes, MO — 92%. MonekyaspHo-
reHeTnueckuit ananus 6o Boinosnen y 1848 Goabubix. Cpenn GonbHbIx
WII myranus V617F B rene JAK2 obuapyskena y 902 (88,6%), myranun
B axaone 12 rena JAK2 — 10 (4,1%). ¥ 6onpupix MD myrauus s V617F
B rene JAKZ soissnenay 669 (67,8%). Myrauuu B rene CALR onpepenenst

y 89 Goabubix M@ (24,6% oT Bcex BBINONHEHHBIX MHCCIEAOBAHUI).
Myraunu B rene J/PL srisiBnens: B 16 caygasx MOD. Konnenrpauus sput-
ponoatuna uccaenosana y 56,0% Goavubix. Crienomeranus onpenens-
nach y 789 Gonbubix (48,0%) WIT u 756 (76,7%) M®. Tpombornueckue
COOBITHSL B AaHAMHE3€e WJIM Ha MOMEHT YCTaHOBJIeHUs AuarHosa oo B 140
(13,7%) cnyuasx y 6oabusix UI1, 8 121 (12,3%) — M®. ¥V Gonpubix WUIT
BBISIBJISLIM TPOMGO3 B cHCTeMe MOpTadbHbIX cocynos (7 = 28), rmy6okux
BEeH HWKHUX KoHeuHoctel (12 = 33), undapkr muokapna (2 = 31), OHMK
(n = 48). TIpu MD Tpombos nopraabHbIX COCYA0B y 34 GOJIBHBIX, riLy-
GOKMX BeH HMKHMX KOHeuHocTelr — y 25, nundapkr muokapaa — y 32,
OHMK — y 30. Y ognoro 601bHOr0 MOIJIO GBITH HECKOJIBKO TPOMOOTH-
vyeckux cobwerruit. Kposoreuenns 6ouiu B 44 (4,3%) cayuanx y 6onbHbIx
WTI, 8 87 (8,8%) — M®. Pacnpenenenne 6oabubix I no rpynnam pucka
B coorBeTcTBUH co mkamnoit Marchioli: nuskuit — 495 (48,6%); npomesy-
rounsiit — 432 (42,4%); seicokuit — 92 (9,0%). Pacnipenenenue 6onpubix
M® no rpynnam pucka no wkasne [PSS: nuskuit — 27,4%; npomesxyrou-
ubiii-1 — 32,8%; npomeskyrounsiii-2 — 24,3%; sbicoknit — 15,5% Gonb-
ubix. Beipaskennocrs KC, onennBaempix nmo mxaae MPN-10, y nannenrtos
¢ UII neckonbko cuusunacey uepes 24 mec. — ¢ 26,59 no 21,83 6annos;
y nauuentos ¢ M — ¢ 29,75 no 26,45.

3axmouenne. [Quarnos VIl u M® ycranaBausaercs B cpepnem
Bospacre (mo 60 ser). Ilpeobaanaroiee GONBUIMHCTBO MALMEHTOB ~—
yKeHIMHbl. B peasnbHOll KIMHMYeCKO! MpaKTUKe CTpoOroe cobroaeHue
rpebosanuii auarnoctuxku MITH ne Boinonnsercs B noanoit mepe. ¥ na-
IIMEHTOB BbICOKUI1 PUCK KAK APTEPUAJIbHbBIX, TAK U BEHOZHBIX TPOMOO3OB.
HecmoTpsa Ha nmpoBOAMMYIO Tepanuio, Ka4eCTBO YKU3HU CHUJKEHO M3-3a
naanuus KC.

Menukan AJL, Tunasutaunosa E.A., Cy6opuesa U.H., Asepbyx O.M., Nlyknna E.A.

TAPTETHAA TEPAIINA CUCTEMHOTI'O MACTOLIMTO3A: OIIBIT ®I'BY (HMUIT TEMATOJOTU» MUH3]/IPABA POCCUN
DreY «<HMULU rematonorums Munsgpaea Poccun

Beenenne. Mugocraypun — mepBblil TAPreTHBIN MpeENapar, 3aperu-
crpuposannbiii B PD pas neuenus sapocabix GonbHBIX ¢ pacmpocTpa-
HEHHBIM CHUCTEMHBIM MAaCTOLUTO30M (arpPECCHBHBIA CHCTEMHBIA MacTO-
LIMTO3, CUCTEMHBIA MACTOIUTO3 C ACCOLMUPOBAHHLIM FeéMaTOJOIMYeCKUM
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HOBOOOpasoBaHMeEM, TYYHOKJETOUHbIH JeHKOo3), yly4lIMBIIMI MOKasda-
Teau oblueil BbI>KUBAEMOCTH U KAueCTBO >KU3HU GONBHBIX CHCTEMHBIM
MaCTOLUTO30M MO JaHHBIM KJIMHUUYECKUX UCCJIe0BaHuil, 9 dekTUBHBLIL
HesdaBucumo or Hannmans mytanuu D816V C-KIT .



Iens paGoTsr. OueHuTs pesynbTaThl TAPreTHON Tepanuy CUCTEMHOTO
macrouurosda (CM) B kimHMuecKol npakTuke.

Marepuaast u meroast. [Iposeaen ananus ganubix 19 GosbHbIX C cn-
cremupim macrorurozom (CM), mabmoparomuxcs 8 PI'BY HMIUI] re-
maronorun» M3 P®D u monyvasmunx repanmio mupocraypunom ¢ 2021
no 2025 r. Coornowenue mysxkannst: sxenmunst 1: 1,7 (7:12), nuanason Bos-
pacra 36—79 netr (Me = 65) Ha MomeHT Havasa TapreTHOH Tepanuu. [luarnos
ycranosnen B coorserctBuu ¢ Kpurepusmu BO3: arpeccusubiit CMy 7 na-
uuentos (37%), cucTeMHbIA MaCTOLUTO3 C ACCOLMMPOBAHHBIM IE€MaTOJIO-
ruueckum Hosoobpasosanuem (CM-AT'H) — 7, mnerowuit sapuant CM-3
(16%), 2 — Bropuunsii ryunoxaerounsiii seiikos (TKJI). [Ipenapar nasna-
qaucsa B 1ose 100 mr 2 pasa B neHb, mepoOpasbHO, AIUTETBHO.

Peayabrarst u o6cysiaenne. Ciyuan pacnmpocTpaHeHHOrO MaCTOLH-
rosa cocrasuiu 84% (16 ns 19 GonbHbIX), y Bcex nalmeHTOB OTMeYAJICs
kak munumym 1 C-npusnak. Myranus D816V C-KIT obnapysxena y 15
(79%) Gonbubix. Mupocraypun B KauecTBe MEepBOii JIMHMM Tepanuu Ha-
snaven 3 (16%) GoabHBIM, GONBPIIMHCTBO MALMEHTOB MMENU HEYAAYH
npejllecTByolell Tepanuu ruppokcukapbamugaom (7), umaruHubom
(4), unrepdeponom-anbda2b (3), npennusononom (2), knanpubunom (1).
[Ba nanumenTa nosyyann KOMOMHUPOBAHHYIO TEPANUIO MUIOCTAY PUHOM

MPUNOXEHME 1

U ruspokcukapbamuaom, ua Hux | GonbHas MPOROJIIKAET JeueHre MU0~
craypunom nocute asto-TKM. [lnunrensnocrs repanun 2-53 mec. (mepuna-
Ha 12 mec.). B pesynbrare Tepanuu gocTUrHy TO KIMHUYECKOE yILy YLIEHHIE
B Teuenue nepsuix 6 mec. y 12 Goabubix (63%), crabunusauus B 5 (26%)
cnyyasx. Pasnuumii B oTBeTax Ha Tepanuio B 3aBUCMMOCTH OT MyTalMu
C-KIT ne 6bu10. Beero sa nepuoa nabmopenus ymepio 7 (37%) 6Gonb-
HBIX, M3 HUX OT NPOIPECCHPOBAHMs OCHOBHOro 3aboseBanus 4, B Tom
unciae 1 Gonbnas TKJI nocae npenmecrsyomeit repanuu umaruunbom
M KJaApubHHOM, B TeyeHUe 2 MeC. OT Hayaa Je4yeHUs] MULOCTay PUHOM.
Ilpu npumenenun mupocraypuna HexenarenbHsie sisiaeHust [1I-1V cr.
He BbIsBJIeHbL. Bpemennoe cumxenune posst Ha 50% (100 mr/cyr.) npo-
Boauaoch 4 (21%) GonbHLIM B CBS3U C He)KeJATeJbHBIMU SBJICHUSIMHU CO
croponnt ZKKT (rownora, psora, puapes). Hu B onnom cayuae repanus
He Gbl1a MpeKpalleHa B CBSI3U C HexKesIaTelbHbIMU SBJIeHUS M.

3akiaouenne. Jleuenne MuLOCTAY pUHOM HO3BOJISIET JOCTUYb KIMHU-
4eCKOro yilyuleHus u crabunusaunu sabonesanns y 6onbunHersa 6051b-
ueix CM, Bre 3aBucumoctu ot myrauunonsoro craryca C-KIT u npenue-
ctByoweii repanuu. Heobxoamnmo aanbheiilee HakonieHue ONbITa, B TOM
4pCie MO NPUMEHEHUI0 MUAOCTAYyPUHA B MEPBON JIMHUM Tepanuu 6osb-
HbIX pacrpocTpaneHHbim CM.

Menuksan AJL., unasutpuuoea E.A., Cy6opuesa M.H., Jlykuna E.A., Mouceesa T.H., LLlatoxuua E.A., OeupHsbik B.H., Cyaapukos A.B.,
Kospurna A.M.

OCOBEHHOCTU TUATHOCTUKH CUCTEMHOI'O MACTOIIMTO3A
PreyY «(HMUL rematonorum» Munsgpasa Poccum

Brepenmue. /{uarnocruka cucremuoro macronurosa (CM) asaserca
CJI0YKHOI 3a/1aueil n3-3a peaKocTu 3aboseBanus, a Takyke ero buosornye-
CKOI1 M KJAMHUYeCKoii reteporenHoct. Ha pannux cragusax sabonesanus
KJIMHUYECKHE CUMITOMbI MACTOLUTO3a PA3HOOOPA3HBI U HeCHeLUpUIHBIL.
[MauuenTsr nonroe Bpemst HabJII0AAIOTCS y Bpadeil pasHbIX ClELMAIbHO-
cTelt (mepmarosiora, a1eproJora, raCTpOIHTEPOIIOTa, PEBMATOJIOTA, TPAB-
MaTOﬂOFa) U TOJIBKO l'lpl/l BO3HUKHOBEHHWU ILUTOIIEHUH, CIIJIEHOMEraJmumn
unu numdaseHonatun Hanpasiasiorcs k remarosory. Kpome toro, CM
gyacrto acconuuposa ¢ mueaonansimu Heornazuamu (CM-AT'H), uro BbI-
3bIBA€T AONOJHUTEIbHBIE TPYAHOCTH TIPU AUATHOCTHKE.

Iens paGotsr. [Ipoananusuposats peaysibTaThl IEPBUYHOI AUATHO-
cruku CM.

Marepuanst u meronsl. [lpoBenen peTpocnekTHBHBIN aHAIM3 aHa-
MHECTHYECKUX, KJINHUKO-Ta0OPATOPHBIX, MOPQOIOrMIecKux, MoJe-
KyJIsipHO-reHeTuueckux AanHbix 144 nauumenros CM, nabmopasmmxcs
B OI'BY HMMULL remaronorun» ¢ 2013 no 2025 r. Bospacr nanuenrtos
or 18 1o 80 (Me = 55) ner, coornomenue sx:m 1,3:1 (64 u 80). [{naruos
¥ BCeX MaumeHToB ObL1 ycTaHoBeH no kpurtepusm BO3.

Peayabrarel u o6cysxaenne. Cpenu 144 Gonvubix CM unponent-
ubiii Bapuaur (MCM) aguarnocruposan y 756 (62%), usonuposannoe
nopakeHue KOCTHOro mosra Owu1o BbisiBaeHo B 5 (3%) cayuasx, Tiero-
wuit sapuant (TCM) — 17 (12%), arpeccusnniii (ACM) — 24 (17%),
CM-ATH — 20 (14%), tyunoxaerounsiit neiikos (TKJI) — 3 (2%)
nanuenra. Cpeqn CM-AI'H: XMMJI — 7, NIT — 3, MIIHu — 3,
MIC — 2, OMJI — 2, MIC/MIIH — 2, IIM® — 1. Ananus ana-

MHECTUYECKUX NAHHBIX ITOKas3aJ, 9TO MeAnaHa BPEMEHU OT NOSABJIEHUSA

HepBLIX CUMITOMOB 10 ycraHoBieHus auarnosa CM cocrasuna 6 ner
(1-19). Ipeobaanator cayuau ungonentnoro CM Ges usmenenuii B ana-
JAu3ax KpoBW, opraHomeraauu. Bce cayuam pacnpocrpanennoro CM
(pCM) cocrasunu 33% nabmopenuii. CM pebrotuposan ¢ nopaskenus
kosku y 105 (73%) Gonbubix. HacToTa nopaskeHUst KOKU yMeHbIIAIACH
no mepe HapacTtaHus arpeccusHoctu sabosesanus: 95% npu MCM
B cpauenuu ¢ 30% npu pCM. Cnyuau anadunaxcuu soisisienst y 75%
Goabubx KOocTHOMO3roBOI dopmoit CM, npu ICM — 28%, Tierowmem
CM — 30%, B 1 cnyuae TKJL. Oposusno-sassennoe nopaxenue JKKT
ormeueno y 4%. [latonoruueckue nepesomsr Ha done ocreomoposa 5%.
Cpenu obcnenopannbix myrauus D816VC-KIT srissaena y 73% Gonb-
uoix CM. Hopmasbubiit yposens tpunrasst ormeder y 10% 6GonbHbix,
soimre 200 mxr/n — B 15% nabarogenuii. Y Bcex nalneHTOB He3aBUCHMO
or craryca mytauuu D816V B rene C-K/7T n ypoBHs TpunTassl KpoBu
BBISIBJIEHO TIOPa’KeHUe KOCTHOrO MO3ra MpH MopdoJOorMyecKoM Hcce-
[OBaHUM TpemnaHobUoNTaTa B BUJE TYUHOKJIETOYHOH nponudepaunu,
YTO SIBJISETCS IIaBHBIM KpuTeprem auarnoctukn CM.

3axouenne. [Juarnocruka CM tpebyeTr KOMIIEKCHOTO MeK AUCIM-
MJMHAPHOTO MoAxofa. Bee GonbHBIE ¢ KOXHBIM MACTOLUTO30M [AOJKHbI
6b1Th 06CcaIeioBanbI C Heablo uckaouenns CM. B o sxe Bpems otcyTerBue
KOXCHBIX MPOsIBIeHUIT He uckJouaer auarHos CM, TpeGyercst HacTopo-
SKEHHOCTb y GOMBHBIX ¢ aHADUIAKTUUECKUMM PeaKIUsMU, OCTEeOMNOpO-
30M, OYaroBBIM IMOPa’KEHWEM KOCTHON TKaHHW, CTOHKMMH 9PO3UBHO-53-
sBernbimu npoueccamu KKT. Ananusb Ha ceiBoporounyro Tpunrasy,
myranuio D816V C-KIT moryT GbITh MCIIONB30BaHBL B KaueCTBe CKPUHUH-
ra, HO He 3aMeHSIOT IPOBeAEHU s TPENaHOOUONCUH KOCTHOT'O MO3Ta.

Muxaitnos M.U.!, Kiopersn K.K.!, Tynonesa T.A.2, baxenos A.M.3, Motemknn N.A

ITPOBJIEMA I'EITATUTA E B CJIV2KBE KPOBU

'OBYH «LleHTpanbHbiit Hay4HO-MCCNEROBATENLCKMMA MHCTUTYT 3nuaemmonorims Pocnotpebransopa; *PrbY «HMUL rematonorms Munsapasa Poceu;
3BY3 «HWWM CM um. H.B. Cknndocoeckoro 3M»

Beenenue. B nexoropnix crpanax mupa (Benukobpuranus, [epmanus,
Snonusa u CILIA) B npaxkTuky ciy»0bl KPOBU BHEAPEHO TECTUPOBAHUE [0~
HOpOB KpoBHU Ha Hasnuue mapkepos Bupyca renatura E (PHK BI'E) ¢ no-
CJIEAYIOLMM OTCTPAHEHMEM IO3UTUBHBIX JnL oT kposogauu. B Poccuu ra-
Kas IPaKTUKa He npumeHsieTcs. [Ipogonxaerest [uCKyccus 0 3HAYMMOCTH
renaruta E (I'E) B npakruxe obecnieuenus GesonacHocTu nepesuBaHust
KpPOBU. [JIaBHBIM aprymMeHTOM NpPOTHB TeCTMPOBAHUSl JOHOPCKOH Kpo-
su Ha PHK BI'E aBnsiercs orcyrcrBre permcrpupyembix ciydaes I0CT-
tpancgysuonnoro I'E B Poccun u sxo6b1 HesHaunTebHBINH ypoBeHb pac-
MPOCTPAHEHHOCTH dTOH MH(EKIUN Y PELUNNEHTOB reMoTpaHcdyauii.

Ieasr paGorer. Onpepenuts pacnpocrpanenHocts mapkepos ['E
B BYX I'PyNIax JHI ¢ UMMYHOCYIIPECCMEN — TAlMEHTOB, MEPEHECIINX
rpanciianrtanuio coanpanbix opranos (IITCO), u nanuentos c onkorema-
rosornueckumu sabonesanusamu (I10I'3). Kpome Toro, npeacrasuts csoe
mHuenue o Basknoctu auarnoctuku BI'E-undexuuu pas npodunakruku
aTOro 3aboseBaHus.

Marepuans u meropst. Ha nannuue antu-BI'E u PHK BI'E uccneno-
Bana coiBoporka kposu 100 I1OI'3, naxonusmnxcs na nevenun 8 OI'LY
«HMML] remaronornn» Munsgpasa Poccun, n 628 IITCO, naxonns-
muxcs Ha nevenun 8 [BY3 «HUM CIT um. H.B. Cxkaudocosckoro».
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Pesynbrater u o6cysxaenne. Maprepsr BI'E-undexuun onpenenenst
y IIOI'3 B 13% city4aes no nepecaaxu kocraoro mosra u B 36% (p < 0,05, kpu-
tepuit Ouiepa) — nocne nepecapku. Iocse oneparusuoro Bmemmarenscrsa
gacrota esiBnenus antu-BI'E IgG y IIOI'3 nocroBepro yseamannacs u co-
crasuna 24% (p < 0,05, kpurepuit Ouiepa), yacrora soisBnenus antu-BI'E
IgM cocraBuna 8% Ge3 HOCTOBEPHOrO yBeaMYEHHs OTHOCUTENLHO yPOBHEN
10 Tepecajky KoCTHOro mosra. Jacrora BbisiBieHust xponuueckoit BI'E-
undeKIUY, ONpesiesemMoil Kak BUPeMHUsl B TedeHUe 6 MeCSIeB U [OJbIIe,
cocrasuna 0,16% cpeau IITCO. Takske panee Hamu ObIO yCTaHOBJIEHO,

uro B Poccun puck nepenaun BI'E ¢ nonopckoit kposbio cocrasasier npu-
mepHo 1 ciayuait na 6 Thicsiu goHanMil. DTOT NOKa3aTesb CXOAEH C TAKOBbIM
B CTpaHax, I/ie BBefieHo Tectuposanue Ha Hanmnane PHK BI'E.

3axurouenne. [lo Hamemy MHEHUIO, IOy YeHHDIE PE3YIBTATEI CBUE-
TEAbCTBYIOT O HEOOXOAMMOCTHU BBEJeHM s JONOTHUTENBHBIX Mep To obec-
neueHuo Ge3onacHoCTH remorpancdyauii myTem BHepeHUs BBIGOPOUHO-
ro unau yausepcasnpaoro ckpununra gonopos Ha PHK BI'E, u B nepsyio
ouepenb TeX, JOHALMU OT KOTOPBIX IIPeHA3HAYEHBI /15l IAIIUEHTOB C M-
MYHOCYIIpEeCCHeH.

Muxanesa M.A., Motsiko E.B., Kyswuros A.1O., MapTbinkesnu U.C., Cugopkesmy C.B.
IPOTHOCTUYECKAS 3BHAUNMMOCTb AKTUBAITMM CUTHAJBHBIX KJIETOYHBIX IIYTEN ¥ ITAIIMEHTOB C XPOHNUYECKNM

JIMM®OOIUTAPHBIM JIENKO30M
OrBY POCHUMIT ®MBA Poccum»

Puc. A: Tuctorpamma pacnpocTpaHEHHOCTH MyTALMI TEHOB MO CUTHAMbHBIM KNETOYHBIM MYTSM Yy NALM-
entos ¢ XJ11. b: Tpaguk Manhattan-plot dyHkunoHansHoro ananusa oborawenus reros XJ1J1. Ocbk X
npeacTaBnset GyHKUMoHanbHble TepMuHbl. Ocb Y MOKa3bLIBAET CKOPPEKTUPOBAHHLIE HO MHOXECTBEHHbIE
CpaBHeHUs p-3HaueHus oboraleHus B OTpULATENLHOM Norapudmuyeckoir wkane no ocHosakmio 10 [-
log10(padi)]. Bce Touku npeactasnsior p < 0,01. Toukn, 0603HAUEHHBIE HACHILLEHHbBIM LLBETOM, FPAHMLEN
YEPHOTO LBETA M YUCIIOBbIM UAEHTUDHUKATOPOM, SBASIOTCS 3HAUMMBIMMA. B: Bpems go Hawana nepeoi nu-
Hum Tepanuun nauunentos ¢ XJ1T B noarpynnax ¢ <4 u 24 akTMBUPOBAHHBIX CUrHANbHBIX MyTei. [: Bpems
[0 HaYana nepeoi AnHMK Tepanuu naumentos ¢ XJ1JT 8 noprpynnax ¢ Hanuumem (+) u otcyTcTamem (-)
aktueaummn PI3K curnansroro nytu. [: O6was seixusaemocts naunentos ¢ XJ1J1 8 noarpynnax c <4
M 24 aKTUBMPOBAHHBIX CUrHANbHBLIX NyTel. E: Bexmnsaemocts 6e3 nporpeccuu naumentos ¢ XJ1J1 8 noa-
rpynnax ¢ <4 u 24 akTMBMPOBAHHBIX CUTHAMbHbIX MyTel. X: Brixnusaemocts 6e3 nporpeccin nauuertos
¢ XJU1 & nogrpynnax ¢ Hanuumem (+) u otcyTcTemem (=) aktneaumm BCR curnanshoro nyt. 3: Beixuea-
emocTb 6e3 nporpeccuun nauneqtos ¢ XJ1J1 8 noarpynnax ¢ Hanuunem (+) u otcyTcTamem (-) akTmeaumm
Whnt curHansHoro nyTy.
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Beenenune. KuoueByio posn B narorenese
xpoHuueckoro umdonurapuoro seitkosa (XJLJT)
3aHMMAaeT AaKTHUBAIMS KJIETOYHBIX CHTHAJIBHBIX
nyreit. OpHako NMporHocTUyecKas posib CIEKTPa
M KOJIMYeCTBa aKTHBUPOBAaHHBIX IyTed Tpebyer
[aJIbHEHIIEro N3y YeHUSL.

Ilens pa6orer. Ouenka mporHocTudeckoii 3Ha-
YUMOCTM aKTMBHUPOBAHHBIX CHUTHAJbHBIX IyTei
y nanuenrtos ¢ XJIJI B orHowennn nokasareseii:
BpeMeHHU 10 HadaJsa nepsoii aunun repanuu (BT1),
obmeit ooxuaemoctu (OB) u BhIKMBaemocTH
6e3 nporpeccun (BBIT).

Marepuanst u meroasl. B wuccieposanue
BrJoueHo 50 manueHTOB C BrEpBble AMATHOCTUPO-
panupim XJIJT ((wCLL 2018). MeTonom cexsenu-
posanust Hosoro nokosenus (NGS) no unnnpuaunmn
Tepanuyu NepBod JMHUM BBIIOJHEH MyTalMOHHbBLI
ckpununr (kacromuas nanens 118 renos, NextSeq,
[llumina). Megnana Bpemenu HabmoneHUs 3a KO-
roproii ¢ momenra BoinonHenuss NGS cocraBuna
3,1 ropa (1 mec. — 5,2 roga). Mytuposanubie rexst
kyaaccupuIupoBanbl B 14 KJII0UEBBIX CUIHAJIBHBIX
nyteit (Notch, Wnt, Myc, Hedghog, mopnduramnus
XPOMATHHA, PeryJsilius TPAHCKPUIILUM, KOHTPOJIb
kserouHoro uukia u nospexaenus JJHK, Hippo,
RTK/RAS, PI3K, JAK/STAT, TGFb, BCR, Boc-
nannrensusii orser). DyHKIMOHANBHBIA aHAIM3
oborawenus retos (g:GOST) nposenen na naar-
dopme g:Profiler. Craructnueckuit ananns ssinod-
seH B Jamovi v.2.6.44.0.

Peayabrarer u ob6cysxaenne. Boissrena 391
myTaus B 80 us 118 renos B o6pasuax JJHK Bcex
nccneayembix 6ombubix. OynkunonanbHelil ana-
JIM3 TIOATBEPAMJI 3HAYMMOE OOOralleHUe I'eHOB
B KaTeropusx, Kiaw4eBbix st narorenesa XJIJI:
SNMreHeTHYeCKas PeryJslus 4epes M3MeHeHue
axtusHoctu rucronos (GO:0042393, p = 0,005)
u [IHK-cBaspiBaromux komnaexcos (GO:0003677,
p = 1,72E-14), LLI/ICCl)yHKLII/IH CUTHAJIBHBIX ILy-
reit (p < 0,001), a raxyxe HapyueHue peryJs-
nun kaerounoro nukiaa (WP179, p = 2,634E-5;
KEGG:04110, p = 1,048E-6) u anontosa (WP3651,
logl0 (p-snauenne) = -11,7). Konuuecrso dynk-
I{MOHAJIbHO U3MEHEHHBIX CUTHAJbHBIX KJIeTOYHBIX
nyTeit paBusioch 12. Mennana akTHBUpPOBaHHbBIX
CUTHa/bHBIX IyTed cocraBuaa b (25-i1 u 75-i
npouentuau: 4; 6). Hauboavuee xonuuecrso 3sa-
JIeHICTBOBAHHBIX I'€HOB OTMEYaJs0Ch B CUI'HAJIBHBIX
nyrsix mopuduxaumnn xpomaruna (88%), RTK/
RAS u xoHTpOJe KJIETOYHOrO LMKJA U HOBpeE-
skpenns JJHK (64% kaskabiit), perynsunu rpanc-
kpunuuu (68%) u PIZK (60%). IToporosoe snaue-
HUE KOJIMYECTBA AKTUBMPOBAHHBIX CUTHAJBHBIX
nyreil cocraBuao 4 (MeToa MaKCUMaJbHO Bblje-
JIEHHOM Jor-panrosoit craructuku). Konmuecrso



aKTHBUPOBAHHbBIX CUTHAJBbHBIX MyTeil >4 sHaun-
mo cokpawaJio BT1 (HR 2,4; 956%A1: 1,2-4,8; p =
0,019), no ne Bausmno na OB (p = 0,114) u BBII (p =
0,094). Aktusaumsa curnansuoro nytu PI3K sua-
uumo cokpawaaa BT1 (HR 1,9; 95%/1W: 1,1-3,5;
p =0,045). B ro Bpems kax ans coxpawenns BBII
sHauumbiMu GObutn aktusauus nyreit BCR (HR
3,2; 95%11: 1,1-10,2; p = 0,05) u Wnt (HR 4,4;
95%U: 1,4-14,3; p = 0,015).

3axmouenne. KonnuecTso 3ameiicTtBoBaHHBIX
CHUTHAJBHBIX IyTeil 24 CIy><UT MapKepom COKpa-
wenus BT1, oqnako He accounnposaHno ¢ nokasa-
TEJISIMU BBDKMBAEMOCTH. AKTHBALMs PasiUIHbIX
CUIHAJILHBIX KJIETOYHBIX ILyTeil BAMSET Ha KJIMHU-
vyeckue ucxoasl Heopnnakoso: PISK myrs npenmy-
mectBeHHO onpepensier nokasareasr BT1, a BCR
u Wnt accoruupopansl ¢ 6osee paHHeii mporpeccu-
eit sabosnesanust. [lonyuennsle nannble yxasbipaor
Ha 11eJ1eco00pasHOCTb CTPaTUPUKAIIMY TTAIMEHTOB
nast repanuu uuruburopamu PI3K u unruburopa-
mu BTK B saBucumocrn or nomuuupyouero cur-
HaJIbHOTO ILY TH.

Muxansuoea E.[I.!, Moukun H.E.2, Onumxoros K.A.%, Camoinosa A.A.2, Capxesckuit B.O.2, Npotononoea 0.B.2, barosa M.O.},
Pupaposa 3.1."“, Manracapoea 4.K."#, [loebipenko M.B.", Muporosa [I.A.', Caipynnaesa U.C., Muuyruna A.A", Monosa H.H.',
Kysbmuna J1.A.!, Topenkoea J1.I", 3sonkoe E.E."#, Bagmaxanoea [.C.!, Koponesa [.A."#, MenbHuueHko B.5.2, Nlyukun A.B.",

MPUNOXEHME 1

Tepexoea E.O.', Nenses B.A', Jlyukuna B.K.!, Mozgon M.A.', Epowenkos [.10.!, CemeHosa A.A.', Kawnakosa A.U.!, Opokos M.10O.},
Katomos A.A.3, Mcnamos M.C.3, Mapoeuunukosa E.H."*

CTPYKTYPA OCTPOM PTITIX B MCCJIEJOBAHUM PAHIOMU3MPOBAHHOE OTKPHITOE MEXXIYHAPOIHOE MHOTOLIEHTPOBOE

NCCJIENOBAHUE I10 CPABHEHUIO IUKJIO®OCOAMUIA B IO3E 25 MIVKI/CYT. B KOMBMHALIMN C HUKJIOCIIOPMHOM A,

MHUKO®EHOJATOM MOOETUJIOM U TUKJIOD®OCOAMUIA B JO3E 50 MI/KI/CYT. B KOMBMHALIMN C IIUKJIOCIIOPMHOM A,

MUKO®EHOJATOM MO®ETUJIOM B TIPOOMIAKTUKE PEAKIIUU «TPAHCIIJTAHTAT ITPOTUB XO351MHA» [TPU TPAHCITJIAHTAII

AJIJIOTEHHBIX CTBOJIOBBIX KJIETOK KPOBH B PEXXVME ITOHMKEHHOM MHTEHCUBHOCTH», NCT05158608

'®DrBY «<HMULL rematonorms Munsapasa Poceuu; ?OIBY «HMXLL um. H.M. Muporosa» Munasapasa Pocciu; *Pecnybankarckuil cneumanianpoBaHsii Hay4YHO-NPAKTUYECKIMA Me-
UMHCKWI LeHTp rematonorun MunuctepcTaa sapasooxpaterms Pecnybnmkn Yabekuctan; “@FBOY BO «Poccuiickuit yHmsepenTteT meanumtb» Munsapasa

Beepenue. [lo namemy mHeHMIO, OAHMM U3 camblX 3 PEKTUBHBIX
U «OKOHOMHYECKM OBOCHOBaHHBIX» croco6os mpodumaktuxu PTIIX
B HaCTOsIlee BpeMs sABJsieTcs McnonbaoBanue nukiaodochamuna (LID)
B BBICOKUX H03ax Ha +3, +4 mennb mocse tpancmiantaunu. Onnako, He-
CMOTpS Ha TO 4TO mocTTpancmanTannonusii LD BxoanT ¢ cranpapTHbie
cxembl npodunaxtuku PTIIX, o6pamator Ha ce6s BuuManue npobaemsr,
CBSI3aHHBIE C TOKCUYHOCTBIO, TAKME KaK OTCPOYEHHOE PUIKUBJIEHHIE U M-
MyHHasi PeKOHCTUTY LU, KApAHAJIbHAsl TOKCUIHOCTb U TeMOPParuieCcKuii
nuctur. Takum obpasom, cuuskenue nospl [IT-LIMD, a coorsercrsenno
M yYMEHBILIEHHE BCEX €r0 TOKCMYECKUX MPOSBIEHUH MOXKET SBISATHCS
[epCIeKTUBHBIM HAIpaBJIeHUEM B MCCJEAOBAHMM TAKTUKM MMMYHOCY-
[IPeCCUBHON Tepanuy [pH NPOBEAEHUY TPAHCILIAHTALUU AJIJOTEHHBIX
reMOIOITUYECKUX CTBOJIOBBIX KJIETOK KPOBH OT J1I060ro goHopa u tpebyer
manpHerero aetaabHoro ugyuenns. OqHUM U3 pasanunii 5TOro MeToaa
npodunaxtuku moxer crath crpykrypa PTIIX, B xoTopoii npu pasHoit
BEPOSITHOCTY BOSHMKHOBEHMS KOJMYECTBO MALMEHTOB C PAa3IUIHBIMHU
CTENeHSIMHU TAXKECTH Oy €T OTINYATBCSI.

Iens pa6orer. Cpasuuts addekTuBHOCTD 1 6€30MaCHOCTL MPUMeHe-
HMA BhICOKOI03HOTO LuKIodochamuaa B rose 25 mr/kr/cyt. u nukaodoc-
damupa B rose 50 mr/kr/cyr. na +3, +4 nens nocie anao-TI'CK B kauectse
UHAYKTOpPA TOJEPAHTHOCTU y OOJIbHBIX remMobIacTO3aMu, KOTOPbIM Oblia
BBIMOJIHEHA TPAHCIIAHTALMS AJIJIOTEHHBIX TEMOMOATHYECKUX CTBOTOBBIX
KJIETOK KPOBH.

Marepuanbt u meronpl. B uccienosanue GblIM BKJIOUEHBI MallUeH-
ThI, KOTOpbIM Oblaa BemosnHena nepsas awno-TT'CK 8 @I'BY «HMMUI]
remarosornn» Munsapasa Poccun nu @I'BY «Hauunonanensiit meguko-
xupypruvecknii uentp um. H.W. Iluporosa» M3 P®D B nepuon mexny
2024-2025 rr. B ananus 6suin Brirouensr 30 manueHTOB ¢ remobiaacto-
3aMu, BCe ObUIM TPAHCTJIAHTUPOBAHBI B KOCTHOMO3IOBOH PEMUCCUM 3a-
Gonesanus n see nonyuunu CKK B kauecrBe ucrounmka tpancnian-
rata. Konpuunonuposanue Gblio BHIMOJHEHO B PEXUMe MOHUKEHHOI

Tabanua. OcHOBHbIE XAPAKTEPUCTUKM MALMEHTOB, BKITIOYEHHbBIX B MCCrE-

AosaHKUe
PT-CY50 PT-CY25
Xapatepucruka p-value'
N=18 N=12
Rand, n (%)
! 14,0(778) 1,0(91,7) 0,62
2 4,0(22,2) 1,0(8,3)
Craaus oPTMX, n (%)
0 14,0(77,8) 7,0(58,3)
1 1,0(5,6) 1,0(8,3)
0,70
2 1,0(5,6) 1,0(8,3)
3 20(11,1) 20(16,7)
4 0,0(0,0) 1,0(8,3)
Craaus oPTMNX kuwku, n (%)
0 17,0 (94, 4] 10,0 (83,3)
i 0,0(0,0] 10(8,3) 0,35
3 1,0(5,6) 0,0(0,0)
4 0,0(0,0) 1,0(8,3)
Cranms oPTMX koxu, n (%)
0 15,0 (83,3) 9,0(75,0)
1 1,0(5,6) 0,0(0,0) 0,86
2 1,0(5,6) 2,0(16,7)
3 1,0(5,6) 1,0(8,3)
Craaus oPTIX neuenm, n (%)
0 17,0 (94,4) 9,0(75,0)
2 1,0(5,6) 0,0(0,0) 0,090
3 0,0(00) 20(16,7)
4 0,0(0,0) 1,0(8,3)

Mpumeuanme: ' — rect Puwepa.

67



| TEMATONOTAS U TPAHC®OY3MOMOTUS | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2026; TOM 71; Ne2 |

Tokcu4HOCTH. 18 MalMeHTOB GbIIN PaHOMUBNPOBAHBI B IPYIIILY C 103001

Puc. Baustue posb noct-LIP Ha BepositHocTs paseutus octpoit PTMX y 6onbHbix nocne anno-TITCK

ITT-L1® 50 mr/kr, 12 naunentos — B rpymnmy 25 mr/kr.

Peayabrarel u  obGcysxenue.
B rpynne IIT-LI® 25 y Goabutero
9KCIIa TTALMEHTOB OTMEYEHO PasBU-
tue ocrpoit PTIIX (II-IV crenenn)
u (III-IV crenenu), ompnako sTo
pasiuuue He SIBJASETCS AMATHOCTH-
9eCKM 3HAYMMbIM (PUCYHOK).

3axmrouenne. Ob6mas wacrora
passurus PTIIX B rpynne nanuen-
toB, nonyunsmux [IT-IID 25 mr/kr,
BBITJISIAUT JIOCTATOYHON TIpHEMJIe-
moit. [To mepe nanbueiimero nabopa
HaLMEHTOB B UCCJIE0BAHNE BEPOST-
HO TEH[EHIUSI COXPAHUTCSL.

Mowucees U.C., Bonpapenko C.H., Bnacoea lO.1O., Mopozosa E.B., CMupHosa A.T., Enudanosckas O.C., Xoronee [.K., YepHbiwesa [.B.,
Masuur A.B., lanun C.B., Xononosa U.B., BotuHa A.B., Baiikos B.B., Kocapee O.B., Kynarun A 1.

PASPABOTKA PEJXKMMA TPAHCIIIAHTAIINY TEMOIIOSTUYECKIMX CTBOJIOBLIX KJIETOK C IOCTTPAHCIITAHTAIIMOHHBIM
BEHIAMYCTUHOM ITPY PEOPAKTEPHBIX MUEJONHBIX HOBOOBPA3SOBAHUAX

DrBY BO «[epeuit Cankt-lNeTepbyprekuit rocynapCTBEHHbI MELULMHCKUI yHUBEPCUTET MmeHu akagemika VLI, Maenosa» Munsppasa Poccun, HU JOMT um. PM. Top6aueson

68

Puc. A. Mpodunb UMMYHONOrMYECKOTO BOCCTAHOB-
nenuns nocne AMTBL. b. O6was 1 6eccobbiTuitHas
BbIXMBAEeMOCTb nocine pexumos ¢ [1Tb u B rpynne
MCTOPMYECKOTO KOHTPOS

Beepenue. [Ipornos nocie nposesenus cnacu-
TeJIbHOU aJIJION€ HHOU TPaHCIIAHTALIUY TeMOIIO9 TH-
ueckux kiaetok (anno-TT'CK) npu pedpakrepubix
MUEJOMAHBIX 3J0Ka4eCTBEHHbIX HOBOOOpa3oBaHu-
X OCTAeTCs HEey[AOBJIETBOPUTEIbHBIM, & CTAHAAPT-
Hasi TEpanus OTCYTCTBYET.

ILlens paGorel. Paspaborats adbdexrtunnbrit
meron anno-TT'CK nns pedpaxrepurix muemounn-
HBIX HEOTJIa3UM.

Marepuanst u meroasr. Mbl nposesu Tpu npo-
CTIEKTUBHBIX HCCJIe0BaHUs npu pedpakTepHbIX
reMAaTOJIOTMYECKUX HEOTJIA3USIX, KOTOPBIM BBITIOJ-
nena amno-TT'CK (NCT02799147, NCT04943757,
NCT07238712, clinicaltrials.gov) 8 2016-2025 rr.
B uccrnemoBanusi Bcero Brxutoueno 100 marnmen-
ToB. B KauecTBe rpynmbl cpaBHEHMS HMCHONB30-
Basicsi ucTopuueckuit koutposas (Zubarovskaya
L.S. et al. Cancers. 2023 Sep 28;15(19):4758).
NmmyHOIOrMYeCKOE BOCCTAHOBJEHHME OLEHUBA-
JIOCh MTPOTOYHOM UTOMETPUEH.

Peayabrarel u obcysxaenue. B unccnenosa-
nun moHorepanuu IITB npopemoncrpuposana
Hu3Kas wacrorta peuuanso nocie asao-TT'CK
26% (95%CI 11-44), no Boicokas yacrora BTOpUY-
Horo remodgaronuTapHoro JauMQOruCTHOLUTO3A
(8IVIT') — 70%, Brutouas rsixxenste dpopmbt y 20%
(n = 30). JleranbHocTs Ges penuamsa cocraBuia
46%. IlponemoHCTpUpOBaH YHUKATBHBIH TPOdUIH
MMMYHOJIOTUYECKOIO BOCCTAHOBJIEHUSI C PAHHUM
BbI6p0COM PD-1L+ rpanynouuroB u MoHOLM-
TOB M paHHMM BocctaHoBjeHuem T-addexTopos.
Jas cuvoxenns yacrorst BI'VIIN nposegeno Bropoe
nccnenosanne xkombunauuu [ITB u MOCTTPAHC-
NJaHTAlMOHHOTO L[I/IKJ'IO(bOCCbaMI/UIa (ITTBLL, n =
50). Ormeueno camskenne yactors BIJII mo 30%,
a BIVII' 4-5-ii crenenu nabmopancs y 4% na-
uuentos, 3-i crenenn — y 8%. Bonbmumucrso
cnyuaes PTIIX rakske Obun accoumupoBaHbl
¢ BIVIT" (60% vs 16%, p = 0,02). Bee cayuae Tsoxe-
soro BIVIT" u PTIIX nabmopanucs y peuunuentos
TPaHCIIAHTATA OT YaCTMYHO COBMECTHMOrO [AOHO-
pa. JleraasHocTs Ges peunausa cocrasuaa 20%.
IIponemoncrpupoBan  cxoxnit narrepu  PTIIJI
u MMMYHOJIOTHYECKOTO BOCCTAHOBJIEHUSI.
Koanuecrso PD-1L+ monouuros na 30-it nens ne-
pudepuueckoit kposu cocrasuio 1,3 x10%/n (95%CI
0-3,4), PD-1L+ rpanyaouuros — 0,51x10%/n
(95%CI 0,24-0,79). Konuuectso sddexropnbix



T-numdonuros mamsatu nma +60 cocrasumo 1,3x10%n, urto sBasmocs
ocHosoit yny4umennoit PTILJI. Tperbe uccnenosanne craprosano s 2025
ropy u ouenusaetr kombunauuio IITBI] u abarauenta (AIITBLL) 10 mr/kr
Ne 4 y peunnueHToB OT YACTUYHO COBMECTMMOro AoHopa. Bruoueno 28
nauuentos. He saduxcuposano nu ognoro cayuas sIVII' 4-5-ii crenenm.
JletanbnocTs 6e3 peunpusa cocrasuaa 7%. Ilpu muenonpnsix neonsa-
3USIX TPYIIBI «CHACEHUsI» ABYXJETHSSI o0luasi BbI>KUBAEMOCTb COCTABH-
na 17% B rpynne ucropuueckoro xourposs, 36% s rpynne I1TB, 36%
B rpynne [ITBL] (p = 0,023), a 6eccobbiTuiinas Beixusaemocts — 13, 36

MPUNOXEHME 1

u 24% (p = 0,017) coorsercreenno (puc. B). [lpu meauane nabaronenns
B rpynne AITTBL] saduxcuposano 11% penuausos u 7% neransnocty,
He CBS3AHHOM C PELUNBOM.

3axmouenne. [IpodurakTiuka peakuu «TpaHCIIAHTAT TIPOTUB XO-
3siMHa» ¢ nomoLbio peskumos Ha ocHose [1TH obecneunsator ynuxanbublii
npodU/Ib UMMYHONOTMUECKOTO BOCCTAHOBJEHUs C 0oJee BbIpar<KeHHOI
PTILJI, Tpancaupyoweiics B yayudiueHue obuieil 1 GecrnporpeccuBHOM
BBI)KMBAEeMOCTH. Monncbm(aumd IITBL u ATITBL] nossoasitor cHUBUTH
YaCTOTY MMMYHHBIX OCJIOKHEHNH M TPAHCIIIAHTALIMOHHY O JIETAJIBHOCTb.

Moop IO.B.

I[EHTP AMBYJIATOPHOI TPAHC®Y3UOJOTTYECKON IIOMOIIY ~ HOBAS ®OPMA OKA3AHMS MEIUIIMHCKOI ITOMOIIIN 1O
IIPOGUIIIO «TPAHC®Y3UOJIOT S

IBY3 HCO «HKLK»

Beepenue. B Hosocubupckoii o6nactu 3a nocneanue 5 aer norpeb-
HOCTb B KOMIIOHEHTaX KPOBU HMEET BbIPAXKEHHYIO II0JOJKUTEIbHY IO
AMHAMHKY: KOJMYECTBO PELMINEHTOB yBeanmumiaocs Ha 19,6%, uncio
tpancdysuit — ua 25,8%, npu stom 57% rtpancdysuit Bemonnsercs
aunam crapie 60 ger ¢ anemueii Ha done xpoHnueckux zaboseBaHuii.
Tpancdysun 10 onpe/eseHHOro BpeMeH! B HallleM PErMOHe BbIIOJH JIUCH
TOJIBKO B CTallMOHAPHBIX ycaoBusx. Llenrpannsosannas cucrema nmmy-
HOJIOTMYeCKOro cKkpuHuHTa 1 neHTpshl sarotoeku ['CK orcyrersoBann.

Ieas pa6orsr. OuenuTs BO3MOXHOCTh OKA3aHUs MEAUIMHCKON To-
MOLIM B yCJOBUAX HOBOIO CTPYKTYPHOIO MOAPA3/eJEHUS YUpPexkAeHUs
caysk6n1 kposu (HKIIK) — uenrtpa am@ynarophoii Tpancdysuonornye-
ckoit momomu (LLATIT).

Marepuasnnt u meroast. B uccienosanue Britouens peayabrarst 1847
CllyuaeB OKasaHUsl TPaHCY3UONOTMUECKOil MOMOIM B amOyn1aTOpPHBIX
YCJIOBUSIX; Pe3yJ/IbTaThl MMMy HOIeMaToI0rndeckux uccnegosannii 10 276
PELMIIMEHTOB, HY K AAI0LMXCs B MHAMBUAYAJIbHOM N0A00pe KOMIIOHEHTOB
KPOBH; MMMYHOI€HETHYECKUX nccaenoBanuii 76 naunenros u 203 noren-
LMaJIbHBIX JOHOPa-pPOACTBeHHUKA; Aanuble o 10 roHopax, coBepmmnBmnx
nonanuu ['CK.

Peayabrarst u ob6cysiaenne. Qopmuposanue koMopOUAHO# TpaHC-
dysnonHO-3aBUCUMOIi KOrOPTHI HOBOCUBGUPCKUX MALMEHTOB CMOCOOCTBO-
BAJIO BHE/IPEHUI0 HOBBIX NO/IXO/IOB IPU OKa3aHUU TpPaHCcgysuoorude-
CKOTO M0CObUsi — Pa3BUTHIO BHETOCTIUTANBHBIX (POPM OKA3aHUs TOMOLLU
M CO3/IaHUIO IHEBHOTO CTALIMOHAPA, & TAK)KE MPOBEAECHUIO MHNBUAYAb-
HOTO MoAGOpa B CrenaIn3upOBaHHoil 1abopaTopuu. Beicokue mokasare-
JIM JIeYeHHU sl 3JI0KaUeCTBEHHBIX HOBOOOPa30BaHuil B 06J1aCTH OHKOreMaro-
JIOTMM IIPUBEIM K YBEJNIEHNIO KOIMYECTBA MALMEHTOB, HyKAAOMNXCS

B rpancraantanuun KM u I'CK, a raxxe popmuposanuio nyna [oHopos,
npoxusatowux Ha teppuropun Hosocubupcekoit obaactu u Bxopsmux
B Depepanbublii peructp, co3nasn NpeANnoCLIKU AJs GOPMUPOBAHUS
PETMOHANBHBIX LEHTPOB MMMYHOJIOTMYECKOTO TUIIMPOBAHUS U 3arOTOB-
ku ['CK. Vcnoassosanue cymecTByroleil mareprajbHO-TEXHUYECKOM
6assr u crpykrypst HKILIK nossonuno cdopmuposars crpykTypHoe
noppasaenenue — Llentp ambynaTopHoii Tpancdysuonsornieckoil nomo-
M, B COCTAB KOTOPOTO BXOAST AHEBHOM CTAIMOHAD; MUMMYHOJOTUYECKUH
pedepenc-uientp; nentp saroropku I'CK. 3apaun IIATIL: nposenenue
3aMeCTUTENbHOI TPaHCy3MOHHON Tepanuu B aMOyJIaTOPHBIX yCIOBUSX,
[POBe/ieHNE MOJHOIO KOMILJIEKCA NMMYHOTeMATOJOTMYECKUX M UMMy HO-
FEHETUYECKUX MCCIIE0BAHNH, OCYIIECTBJIEHNE WHAMBUAYAJIBHOTO MOJ-
60pa KOMIIOHEHTOB KPOBH AJIsI TPAHC(Y3UOHHO-3aBUCHMbBIX MAlUEHTOB,
B TOM uucise ¢ pedppaxrepHocTbio k TpaHcdysusm; mobunusauns ['CK
U IpOBefieHNe NpoLe/y pbl Jeiikadepesa y 3/0POBBIX AOHOPOB. 3a NepUOA
cymectsosanus LIATII (c 2017 r.) Tpancdysuonnas Tepanus nposene-
na 1847 nanuenram ¢ kaunuveckoit a¢pheKTUBHOCTBIO TSl SPUTPOLUTOB
99,5%, nna rpombouuros — 91,1% Ges pasBurus nocrrpancdysuOHHBIX
ocnokHeHuit. OPPEeKTUBHOCTD MHAMBUYAIbHBIX HOAOOPOB /ISl 9PUTPO-
uuros — 99,7%, nns xouuenrtpara Tpombouuros — 71,4%. dna 19 na-
unenTtos (25%) nogobpaH NOJHOCTBIO MAEHTUYHBIH HJIM YACTUYHO COBMe-
CTUMBIH IOHOP-POACTBEHHUK, TpoBesieHo 18 neiixadepesos y 10 nonopos.

3axrouenne. YupeskeHus ciyskObl KpoBU CrIocOOHBL 0becneunBaTh
HE TOJIbKO Ka4e€CTBEHHBIMU KOMIIOHEHTAMHU KPOBH, HO M BHEJPATH HOBbBIE
MOJiesIM BEAeHUs! MALMEHTOB, MOBBICUB YPOBEHb HMMYHOJIOTHUeCKOii Ges-
onacHoctu TpaHcdysuil n 0becreunB CONPOBOXKAEHUE TPAHCIIAHTALMY
CTBOJIOBBIX KJIETOK B MEAMIIMHCKUX OPTaHU3ALMSX PETUOHA.

Morbiko E.B.!, Kupuenko A.H.!, Kyctroea [1.B.!, Tept T.H.!, Jlennsnen U.B.", Motopun [.B., Tupwoea J1.J1.2, Kapsiruna E.B.%, Cupopkesny C.B.},
MapTbitkesny U.C.

AHAJIV3 TEHETUYECKOTO JJAH/IIA®TA ITAIIMEHTOB C OCTPBIMU MUEJIOUIHBIMU JIENKO3AMU C UCITIOJb30BAHUEM
METO/IA BBICOKOITPOU3BOANTEJIBHOI'O CEKBEHUPOBAHUA

'®IBY «Poccuickuil Hay4HO-UCCIEROBATENLCKMIA MHCTUTYT rematonoruu u Tparcysmnonorn MBAs; 2OIbY «<HMUL, um. B.A. Anmasosa» Munsgpasa Poceu;
3CrBreY3 «fopoackas Gonbhuua N2 15»

Beenenue. ['enernueckue nusmenenns y 60J1bHbIX OCTPHIMU MUEIOM -
upimu geiikosamu (OMJI) okaspiBaroT sHauMTeILHOE BAUSHUE HA TeUEHUe
U ucxon 3abosieBaHMsl, OJHAKO BJMSIHUE OTAeNbHBbIX abeppauunii Ha ad-
dbexTrBHOCTD TepanuM /10 KOHIA He U3y UeHO. YTy beHHOe NCCIe0BaHMe
MATOreHes3a MO3BOJISIET BBISABJSATH HOBbIE TPOrHOCTUYECKHE MAPKEPHI.

Iens paGorst. VMcnosnbays copemMeHHble METO/ I NCCIEAO0BAHMS, OLLE-
HUTb MOJIEKyJIsipHO-reHeTuueckuii npoduib Gonsusix OMJI u usyunrs
BAMSHUE HAEHHBIX abeppaluii Ha TPOrHO3 TevyeHus 3aboseBanus.

Marepuanst u meropst. Ha raprernoit nanenn us 118 renos meronom
NGS uccaenosans 40 6onbubix ¢ NP1+ OMJI u 30 nauuenros ¢ OMJI,
OTHECEHHBIX K IpyIe HeGJIaronpUsSTHOIO HPOrHO3a COMIACHO KPUTEpPH-
am ELN 2022.

Peayabsrarst u obcysxaenue. B rpynne NP1+ OMJI Bce nanmen-
TBI UMeJIM XOTs Obl OfHYy AonosnHuTebHYIo myTtaunio k NP1+, B cpen-
Hem 5 myraumit Ha nanuenrta. Haubosee uacto Berpewanuch myra-
UMM B IeHaX SIMIE€HETUYECKUX PErylaTOpPaX U TeHaX, aKTUBHUPYIOIIMX

BHYTPHMKJIETOYHbIE CUTHAJbHBIE MyTH. MyTanuu reHos, accoLMMpOBaH-
HBIX C MUeslopucnaasueii, obuapysxuan y 20,0%. Obuapyskumnu, uto B fe-
Grore 3abosnesanus asnenasnas narpyska (AH) myrauuii s renax N/KRAS,
PTPNII v FLT5-TKD, obbrano 6b11a Husxke no cpasuenuto ¢ AH myraumit
B rere NP Ilpu nccnenosannn ausiaus soicoxkoit AH myrauwit 8 NP1
B febore 3abonesanns Ha obuyo soiskusaemocts (OB) Goabubix (mopo-
rosoe snauenue 43%) BeisBuiu, uto Gosbuble ¢ oicokoit AH B NPT ume-
u renpennuio K yxyauenuio OB (p = 0,129). Bersasuanu, uro OB mensinacs
B 3aBUCHMMOCTHU OT KOJIMYECTBA HAM/IEHHBIX ROMOTHUTENbHBIX K NP my-
TalUii — yXy/lagach B rpymnme GoMbHBIX, UMEBLINX Goslee ABYX My Talii
(p = 0,05). OB cunxanach y naueHToB Ipy HAIMYUKM MyTaLUd B FeHAX,
accounuposaHHbix ¢ muenoaucniasueit (p = 0,068), y 6onbHbIx ¢ myTa-
wuamu ILT5-1TD (p = 0,070), npu coueranuu FLT5-ITD+/DNMT5A+ (p =
0,047). B rpynne GOJIBHBIX BBICOKOTO pucKa 06Hapy>1<e1—[o 137 myranumit
B 58 u3 118 nccneposannbix renos; B 34 renax myrauun noBTOPSUINCH 60-
nee AByx pas. Myrauuu 6buim BeisiBiens y Beex nauuentos (ot 1 xo 9).

69



| TEMATONOTAS U TPAHC®OY3MOMOTUS | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2026; TOM 71; Ne2 |

Puc. Mpornoctuueckoe sHauenne mytauuit y 6onbHbix NPMT+ OMIJ

HaubGonee uacto BeTpeuaomumecs My Talum OblIM UAEHTH-
dunnposanst B renax ASXLI (34,6%), DNMT5A (27,6%),
PTPNII v SRSF2 (20,7%), TP55 (17,2%). Myrauuu PTPNI/
Jalle BCTpeYannch coBmecTHO ¢ myrtaumsmu DNMTFA,
CONPOBOYKAASCH MOBbIIIEHHBIM yPOBHEM JleiikounuTos (p =
0,063 u p = 0,037 coorsercrsenno). Myranuu 7P55 6buiun
cBsIzanbl ¢ KommiaekcHbiM kapuotunom (p = 0,004), a na-
anave myraunit B ASXL/ accounnposanocs ¢ IDHImyr
u SRSF2myr (p = 0,029 u p = 0,061 coorsercrBento).
IIpu anannse cBA3KM MeXXAY YMCJIOM MyTalMi U BbKHUBa-
€MOCTBIO BBISIBJIEHO, UTO MALMEHTDI C WIECTHI0 U bostee my-
TALMSIMU MMEJH CyIECTBEHHO Xy /ALl IPOrHo3 110 0buieit
BBDKMBAEMOCTH 110 CPABHEHUIO C MAaLMEHTAMK C MEHBLIMM
koamnuecrsom myrtaunii (10 mec. nporus 29 mec., p = 0,052).
Hannune myraunit B ASXL/ n SRSF2 raxsxe accouumpo-
sajocsk ¢ xyaueit OB (p = 0,09 up = 0,04 coorsercrsenno).

3akrouenue. Boicokas annenbnas Harpyska mytauuii
B rene NP/ B nebrore 3abonesanus, nanuuue Gosee AByX
JOMOTHUTEIbHBIX My TalUi, MyTaluii, aCCOLUNPOBAHHBIX
¢ muenopucnnasuent, myrtaunin FLI5-ITD w FLT5-1TD/
DNMT5A suaunrensuo cumxaror OB Goasusix NPMI+
OMJI. B rpynne 6ojbHbIX HeGIATONPHUATHONO MPOrHO-
3a BBICOKOE KosnuecTBO myrauuii (Gonee 6), a raxxe Ha-
anane mytaunii B ASXL/ n SRSF2 orpunarensHo BausioT
Ha BBI’)KHMBAE€MOCTb.

Moukun H.E., Capxesckuit B.O., fopoxoea K.C., MenbHuuenko B.9., Cuuprosa E.I,, Bannukosa A.E., Camoitnosa A.A., PykaeuupiH A.A.,
Borateipee B.C., Mamegosa A.A., LLlopoxos H.C., Mpotononoea O.B.

AYTOJIOTMYHAS TPAHCILIAHTAIIMAS TEMOITIO9TUYECKMX CTBOJIOBBIX KJIETOK (AYTO-TT'CK) ITPM MHOXKECTBEHHOM
MUEJIOME (MM) B 9II0XY IAPATYMYMABA B YCJIOBUASX PEAJIbHOM KJIMHUYECKOM ITPAKTUKU.
OIIBIT ®I'BY HMXI UM. H.W. INPOTI'OBA» MUH3/IPABA POCCU

DrBY «HMXLL um. HW. Muporosa» Munappasa Poccun

Beenenne. Ayto-TT'CK ocraercsa 0bs13aTeibHBIM KOMIIOHEHTOM Jleyde-
HMS IauueHToB ¢ Brepsble AnarHocruposannoit MM (BIIMM) na npo-
Tsxennn nocaenuux 40 aer (Barlogie, 1986). Knaccnuecknii anropurm,
OTpa’KEHHBIM B aKTyaJbHOH BEPCUMU POCCUUCKMX KJIMHUYECKUX PEKO-
MeHJAaUMH, NPefyCMaTPUBAET AOCTHMIKEHUE KAK MUHHUMYM 4aCTHUYHOIO
orsera (HO, IMWG) na repanuio 1-i nunuy, nocse 4ero nauueHTy mo-
sket ObiTh BoinonHena ayto-1T'CK (Menpeneesa JI.IT., 2024). lupoxoe
BHE/IpeHUe B KIMHUYECKYI0 MPAKTUKY HOBBIX BbICOKO2(hdEKTUBHBIX Je-
KapCTBEHHBIX NPeNapaTos, B YaCTHOCTH AapaTymymaba, nosbimaer ad-
dexruBHOCTs MHAYKIMOHHOTO dTana Jeuenus (Moreau, 2019), a raxoxe
HO3BOJISIET IPEOOJIETh IEPBUUYHY 0 XMMUOPe(pPAKTEPHOCTb UM IOCTUYb
BTOpOi1 M mocsenyiomeit pemuccuu 3aboaesanus (Dimopoulos, 2020).
B cBssu ¢ aTuM npepncTaBiseTcs MHTEPECHBIM BIMSHUE AapyTyMymaba

Puc. TpexnetHas BBl B o6uwieit rpynne naumeHTos
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na adpdexrusrocts nocneayoweit ayro-TI'CK B pasauunbix nunnsx se-
YeHMs B yCJIOBUSIX PeasIbHON KanHuueckod npaktuku B PO,

Ieas paGorsr. [lpoanannsuposars pesynbrars ayro-TT'CK y na-
nuentos ¢ MM, nonyumslux neuenue gapatymymaboMm Kak B NepBoii,
TaK U B OCJEAYIOWMX JUHUSX JI€UeHUs], U OLEHUTDb BIMSHUE PA3IMIHbIX
dakTOpoB Ha NCXOABI TEpAUU.

Marepuanst nu meroasi. B nepnon ¢ 01.01.2018 no 01.09.2025 B xau-
nuke remarogornu OI'BY HMXI] um. H.U. [Iuporosa» Munsppasa
Poceun 41 nauuenty ¢ MM sbinonnena ayro-TT'CK nenocpencrsenno
nocsie JUHUU JledeHus], BKJIoUaBlIeil B cebst napatymymab, npu gocTu-
sxennn kak muumym JO. XapaxrepucTuka IanueHTOB IMpeACTaBIeHA
B Tabauie. Briio mpoananusupoBano BAMSHME CeAyOINUX (aKTOPOB
Ha o6wyto (OB) u 6espenuausnyio (BPB) Boixusaemoctu:

1) nunus, Braouaswas B cebs naparymymab ayro-TT'CK;

2) nasHauenue napatymymaba B KOHCOJIMAALMU U TMOAAEPIKKE MOCIIE
ayto-TT'CK;

3) rop ycranosnenuns quarnosa MM (2018-2020 vs 2021-2024);

4) apexr na repanuio paparymymabom nepen ayro-T'CK (Crporuii
nonueiii oreet (ITO)+I10 vs Ouens xopomnit HO+HO).

PeayabsraTel u o6cyxpaenue. [Ipu menunane nabaonenus 37 mecs-
ues, 3-netuss BBII B o6weit rpynne cocrasuna 97,6% (koncratuposan

Tabanua. XapakTeprcTKa NAUMEHTOB

50(35-70)
Myxckoit — 21 (51,2%)
Kewnckuit — 20 (48,8%)

2018-2020 — 10 (24,4%)
2021-2024 — 31 (75,6%)
17 (6-36)
5(2-22)

Crporuit MO + MO — 18 (43,9%)
Ouenb xopowmit HO+4O — 23 (56,1%)
1-a nukus — 17 (41,4%)

2-5 nuums — 21 (51,2%)

3-a nunua — 3 (7,4%)

21 (51,2%)

Meanaka Bospacr, net
Mon, n (%)

Toa ycTaHoBnewus auarHosa, n (%)

Meauana eepennit papatymymaba, n

Menmouu AOCTUXEHUS OTBETA HA J]GPOTYM)’M06, Mmec.

Dddek Ha Tepanuio gapatymymabom nepes ayto-TTCK, n (%)

Jlunns ¢ gapatymyma6om u ayto-TICK, n (%)

KoHconuaaums 1 noaaepxusaiowas Tepanus Aapatymymabom
nocne ayto-TICK, n (%)




1 peunaus), 3-neruss OB — 100% (pucynox). Yuurbisas orcyT-
CTBUE JleTaJbHbIX UCXOOB M eAMHCTBEHHbIl peuuaus 3aboseBanus,
BIMSIHME BBIIEYKA3AHHBIX (PakTOpoB (MIMHUS, BKJKOYaBIIAas B cebs
napatymymab u ayro-TI'CK; nasnauenue paparymymaba B koHconn-
nanun u noaaepxke nocae ayto-TT'CK; rox ycranosaenus puarnosa
MM (2018-2020 vs 2021-2024), adpdexr na repanuio papatymyma-
6om nepen ayro-TI'CK (crporuit ITO + I1O vs o xopownit HO + HO))
Ha OB u BPB ne otmeuen.

3axmouenne. Ayto-TI'CK y naumentos ¢ MM, y xoropsix 6bl1
nocturnyt xak munumym YO na seuenue napatymymabom B Hepsoii

MPUNOXEHME 1

M mMocaefyoIUX JMHUSAX Tepanuu, ssasercs oddexTusHoil onuueii
KOHTPOJIS1 Hafl 3a00/IeBaHNEM B YCJIOBUSX peasIbHOM KIMHMYECKON MpaK-
tuxu B PO. Opdext ne saBucen ot aunun sevenus, pakra nopnepkusa-
foueil Tepanuu gapatymymabom, Tofia yCTaHOBJIEHUS AUArHo3a U Ty ou-
Hbl OTBeTa Ha Aapatymymab. B nanbueiimem npennonaraercs ananaus OB
u BPB y nanuentos ¢ MM, y xotopsix 611 gocTurnyT kak munumym 4O
Ha JleueHHe AapaTyMymabom B NepBoil U OC/IeAYOUUX TUHUAX TEPATNH,
onHako mo pasauunpim npuunnHam ayto-TT'CK ne 6bura seimosmnena,
4TO MO3BOMUT oueHuTh BausHue ayto-11'CK na fannyio rpynmny 6oabnbix
1 GoJlee TOUHO ONpPeeUTh €€ POJIb U MECTO.

Hakacroes U.M., Tanbuesa M.B., Cnnupin B.K., Aaseigoea 0.0., Baittepskosa O.H., Kanpanos H.M., lanoxosa T.B.

AHAJN3 BBIDKUBAEMOCTU TEMOIIO3TUYECKHMX CTBOJIOBBLIX KJIETOK ITOCJIE KPUOKOHCEPBAITMI
Prey «<HMULL rematonorum» Munsgpasa Poccum

Beenenue. Kpuoxonceppaius obecreunsaet BO3MOAKHOCTD TTUTENb-
HOTO XPaHEHMsI MPOAYKTa &yTOJOTMUYHBIX F€MOMOITHIECKUX CTBOTOBBIX
kuerok (ayto-I'CK) no momenra ux ucnonbsosanns. Kiouesoit sana-
deil ABJSIETCS COXPAHEHME HE TOJbKO OOLLEro KOJIMYeCTBa, HO U JKU3He-
crnocobHoCTH KoueBbIx nomyasiuuii, npexe scero CD34* 'CK. Oanako
MPOLECC 3aMOPAXKMBAHUA-OTTANBAHUS MOXKET OKa3bIBATh KPUTUYECKOE
BO3/leHiCTBME Ha pasHble TUIBI KJIETOK, UTO OMpe/esseT HeoOXOAMMOCTb
TIATEbHON OLEHKU BBKUBAEMOCTHU KJIETOK IOC/Ie KPUOKOHCEPBALUN

Ieas paGorsr. V3yunts BansiHME KPUOKOHCEPBUPOBAHUS HA BBIXK M-
BAEMOCTb PAa3IMYHBIX KJIETOYHBIX MOIMyJasnid B mpoaykrax ayto-I'CK.

Marepuanbt u meroasl. B uccienosanue 6buio Bratoueno 155 06-
pasuos ayto-I'CK or 73 nanuenros. Metogom nporounoit nuromerpun
omnpeaesan Koanuectso sapocopepxkamnx kiaerok (ICK), npouentnoe
u abcomornoe conepskanune CD34* knerok. 2Kusnecrnocobuocrs onenusa-
JIM C MCIIOJIb30BAHNEM Kpacuress /-amuHoakrunomuunna D. [lomo skus-
HecrocobHbix CD34* keTok paccunThIBaIM, KAK OTHOLIEHUE KOJIUYECTBA
7-AAD-neratusubix CD34" knetok k obuwemy nyiay CD34* knerok.

Peayabrars u o6cyxaenune. Cpennss seixusaemocts seex SICK co-
crasuia 77% (32-99). Ananus BbKMBaeMOCTH OTAEJBbHBIX MOIYJISALNN
nokasan: Heidrpoduast — 31% (5-73), monouursr — 87% (58-98), num-
bouurer — 92% (756-99), CD34* xaerku — 94% (81-99,5). Boiapaens:
cratuctuyecku sHauumble pasnnuus (p < 0,06) mexay npoueHTom >kus-
necriocobubix SICK u nefiTpodusio, ¢ oaHOI CTOPOHBI, U MOHOLUTOB,

mumdonuros u CD34* krerok — ¢ apyroii. ITomnmo ncxonuoit BeikuBa-
€MOCTH, ObLT TPOAHANU3UPOBaH psia PaKTOPOB, BAUSIOUMX Ha Hee. Briio
YCTAHOBJIEHO, uTO cHMKeHMe BbDKkuBaemoctn CD34" kierox ormeueno
npu xpanenuu Gonee 5 ser. Takske nokasano, uro mornocts SICK Gosee
0,5x10%/ma mocToBepHO cHIKaeT BeixuBaemocts CD34* ketox.

3axuouenne. [Iposenennoe uccienoBanme A MOHCTPUPYET, YTO MPO-
LlecC KPMOKOHCEPBALM OKasblBaeT HEOAHOPOAHOE BJMSIHME Ha Pas/avy-
Hble kjertounble nomynsuuu B cocrase npopykra ['CK. KioueBbim
BBIBOJIOM SIBJISIETCSI TO, YTO HamboJsiee LeHHble Al TPAHCIIAHTALMH MO~
nyasiuuu — CD34+ remonosTuueckue CTBOMOBbIE KJAETKH, TUMQPOLUTHI
U MOHOLWUTBI — 06a/lal0T BBICOKOH YCTONUMBOCTBIO K KPUOTIOBPESK A€H U~
SM, MOKasblBasl BbI>KMBaeMocTh Ha yposre 87-94%. Oro nopreepiaaer
Ha/le’KHOCTb CYIECTBYIOLMX POTOKOJIOB KPUOKOHCEPBALMU Il COXPa-
nenus ynknuonaashoro nysa I'CK. B to sxe Bpems BbisiBieHa BbICO-
Kas 4yBCTBUTEJBHOCTh K 3aMOPa’KMBAHUIO-OTTAUBAHUIO HelTpoduos,
BBDKMBAEMOCTb KOTOPBIX cocTaBuia numb 31%, 4ro, ogHaxo, He umeer
KPUTHUYECKOrO 3HAYEHUS /ISl yClexa TPAHCILUIAHTALIMM, TAK KaK AaHHas
HOMy AU OLICTPO BOCCTAHABIMBAETCS MOCJE BBEEHMS KJETOK Malld-
eury. Hecmorps Ha BBICOKYI0 BBIKMBAEMOCTb KJIOYEBBIX MNOMYJsLUIL,
AJISL faJibHelilIero COBEpLIEHCTBOBAHUSI METOAA TPeDOyloTcs uccenosa-
HUS$, HANPABJIEHHbIE HA ONTUMU3ALMIO KPUOTIPOTEKTOPHBIX CPE/] U PeXK -
MOB 3aMOpa’KMBaHUs, a TAK)KE Ha M3y4eHUE TOrO, KaK MPOAOJIKUTENb-
HOCTb XpaHeHus Bausiet Ha pyHxunonabusle csoiicrsa 'CK.

Heeeposa AJ1., Bunorpagosa O.1O., Yepuukoe M.B., Jlasapes U.E., Mrywkun B.B.

TUHAMUKA SIUAEMUOJIOTMYECKUX TTOKASATEJENA TAD®OY3HOM B-KPYTHOKJIETOYHOMN JIMM®OMBI, TUM®OOMEI
MAPTMHAJIBHOM 30HBI X TIUM®OMBI U3 KJIETOK 30HBI MAHTUM B MOCKOBCKOM PETMOHE 3A ITEPMOJT 2012-2023 TT.

6Y3 «eMMHKLL, um. C.I'. Botkura I3M»

BBenenue. Onuaemuosoruueckue IOKas3aTeJud re-
MOBJIACTO30B OTIMYAIOTCS B PA3HBIX CTPAHAX MUPA U CBSI3a-
HbI C HesbiM psiioM dakropos. [ly6auxanuii no auddysuoit
B-kpynnokaerounoit mumdome (JABKJT), numdome mapru-
naabuoit soubl (JIM3) u mumdome us kreTOK 30HBI MAHTUY
(JIK3M) kpaiine maso, u coBcem HeT paboT, KacaloLUXCst
croam4HOro pernona. VecienoBanublii BpemeHHON OTpe3ok
(20122023 rr.) 1OBONBHO BEJMK M MHTEPECEH TAKIKE TEM,
aro Briovaer nepuog nangemun COVID-19.

Ileas paGorbl. AHanu3 pervoHaJbHBIX 3MMAEMHUOJIO-
ruueckux rnokasaresieil (pacnpocTpaHeHHOCTb, 3abose-
BAEMOCTb, CMEPTHOCTB), I'eH/IEPHBIX, BO3PACTHBIX Xapak-
TEPUCTHUK M Tokasareseil obweii BbuxuBaemoctu [IBKJI,
JIM3 1 JIK3M za 12-netuuii nepron ais BbISIBIEHUS TeH-
JNeHIUH UX TUHAMUKU.

Marepuansr u meroast. /s nposenenus snuagemuo-
JIOrMYeCKMX UCCJIeA0BaHM Obla paspaboTaH NOMyJIsLIMOH-
HBII pasfes eMHONW MHOIONOJIb30BATENbCKON MYJIbTHUHO-
30J10rn4eCcKOi MH(POPMALMOHHO-aHATUTUYECKON CUCTEMbI
cbopa naHHBIX, IPUMEHEHbI CTAHAAPTHBIE CTATUCTUYECKHE
MEeTO/bl AHAJIM3A.

Peayabrarel u oGcysxpaenne. Ha moment ananu-

Puc. 1. TeHpepHO-BO3pPACTHASN XAPAKTEPUCTMKA MPU AUATHOCTUKE WMCCNEROBAHHBIX NMMbOM
3a 12-netHuit nepuog

3a pesynbTaToB B 0ase JAHHBIX BaPErMCTPUPOBAHBL  Pyc 2. OuHammka Bospacta naunertos ¢ 2012 no 2023 rog npu AUArHOCTMKE MCCEA0BAHHBIX TMMGOM
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4884 Goapupix JABKJI, 1855 Goasusix JIM3, 423 Goasueix JIK3M.
Cpenu 3a6oseBIINX NpPeBaJUpPOBAIY HEHIIUHBl — IeH/IepPHOe COOTHO-

menue 1:1,3 paa ABKJIL, 1:1,56 nna JIM3, 1:1,3 gaa JIKBM. Menunana

Puc. 3. IMHammka perucTpupyembix pacnpoCTPAHEHHOCTH, 3a60N1EBAEMOCTH, CMEPTHOCTM UCCIELO-
BaHHbIX remobnactosos ¢ 2012 no 2023 rop (npsaMble 0TPAXAIOT NUHElHbIE TPEHAL PErMCTPUPYEMOit

PAcpOCTPAHEHHOCTH)

Puc. 4. O6wwas BbIXUBAEMOCTb NALMEHTOB NPKU UCCIEAOBAHHBIX IMMGOMAX: B FPYNNAX NALUEHTOB B Lie-

JIOM U B OTAEJbHbIX TEHAEPHBIX U BO3PACTHbLIX Fpynnax

BoapacTa GonbHbIx npu Bepudukanuu auarnosa [IBKJI cocrasuna 63
roga, JIM3 — 64 rona, JIKBM — 67 ner. Cpean my»xuun oHa Gblia
Huxke, yem cpeau xkenmut, — 60 u 65 ner npu IABKJI, 64 roma u 65
aer npu JIM3, 64 rona u 69 aer npu JIK3M (puc.
1). Ormeuen npupocrt 3a 12 ner ponm nauuentos
65 ner u crapwe npu auarnocruxe IBKJI ¢ 45
no 56%, JIM3 — ¢ 51 mo 58%, JIKBM — ¢ 55
1o 69% (puc. 2). Mennana Bospacra B Koropre
Bcex Habmopaembix Gonbubix JBKJI Boipocaa
c 61 no 65 ner, IM3 — ¢ 64 go 69 ser, IK3M —
¢ 63 1o 69 ner. 3a 8-neTHHMI Mepro 10 MaHAEMUH
OTMeYeH POCT PEerucCTPUPYEMBIX PACIpPOCTPaHEH-
HocTH 1 3abonesaemoctu B 2,7 u 1,7 pasa cootset-
creenno npu IBKJI, B 1,8 u 1,2 pasa npu JIM3,
B3,21n2,2 pasanpu JIK3M. B cpasnenun ¢ 2019 .
B TepBbI TOA NaHAEMHUU OTMEYEHO 3amefJeHue
pOCTa PacnpoCTPaHEHHOCTH BCJEACTBUE Iaje-
nus sabonesaemoctu na 11% npu JABKJI, 9%
npu JIM3 u 33% npu JIKM3 u pocra cmepraocTn
Ha 21, 79 u 130% coorBercrBenno. Ilocse manme-
MMM [POM3OLLIEN BO3BPAT K MCXOAHON AMHAMUKE
(puc. 3). Cpenn Gonbubix ABKJI 5-nernsas OB
cocrauna 60%, 10-mernsss — 48%, memmana
OB 110 mec., npuuem y >KEHIIMH 5TH TOKasaTe-
71 GBIIM IOCTOBEPHO BBILIE, YeM y MY>XUuUH — 63
u 51% nporus 57 u 456% coorsercrsenno. Y moio-
neix (< 65 ner) nanuentos 5- u 10-netusa OB (71
n 64%) Obl1a 3HAYMMO BbllIe, YeM y MALUeHTOB 65
aer u crapute (47 u 30%). Cpeau Gonpubix JIM3
5-nerusiss OB cocrasuna 65%, 10-nerusiss — 48%,
meauana OB 112 mec. JocroBepno pasanuanuces
5- 1 10-neruss OB sxenmumn (72 u 53%) u myx-
qun (66%, 40%), nanuenTos moaoxe 65 ner (73
n 59%) u crapuwe (67 u 36%). dna JIK3M nokasa-
Ha 5-nerusist OB 52%, 10-netusss — 38%, menquana
OB 38 mec. ¥ mononsix (< 65 net) nanuenTos 5-
u 10-nerusa OB (64 u 53%) Gbuin sHAYMMO BbIIIIE,
uem y noxuibix (42 u 25%) (puc. 4).
3axaouenne. Hacrosmas pabora nossonuna
OLIEHUTb M3MEHEHMs OIMIEMHUOJOTMYeCKOH Kap-
TWUHBI, l‘lpOVlCXO}:LVlBLLII/le B l‘lOl‘IyJTﬂLLl/ll/l 60ﬂbelX
ABKJL, JIM3 u JIK3BM Mockosckoro peruona

3a 12 ner.

Hecreposa E.C.!, Manracapoea 9.K."2, Kospuruna A.M.!, Ucpaunosa U.J1.!, Xypoeekoea A.C.!, O6yxosa T.H.!, Yabaera lO.A,
Kynukoe C.M.!, 3eoHkos E.E."2

BBICOKASI 9KCIIPECCH S BEJIKOB-PET'YJIITOPOB TPAHCKPUITLIAN ITPY ®OJUINKYISPHOM TUMOOME — HAJIEKHBIN MAPKEP
TUCTOJIOTMYECKOM TPAHCOOPMAIIMN OITYXOJIN

'®OrBY «HMULL rematonormns Munsapasa Poceuu; ?“OIFBOY BO «Poccurickuit yrnsepcuter meanumhsl» Munsapasa Poccmm

Puc. 1. Dkcnpeccus 6enkos EZH2, c-Myc, IRF8 u CREBBP & 6nonTtarte onyxonu
B 30BMCHMOCTM OT MOponorudyeckoro sapuanta PJ
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Beepenue. Cornacno HoBoil kaaccuduranuu remaronum@ongHbIx
onyxoneit BO3 (2024) donnukynspuyro aumdpomy (DJI) neobxopn-
MO KJaccUpUIMPOBATb HA KJIACCUYECKUI M HEKJIACCUYECKUN BAPUAHTBI
u nuddepennuposats cayuan de 20v0 U ¢ TPUZHAKAMY TUCTONOTHUYECKOM
TpancdopmManuu, KOTopble OTIMYaTCs Mo nporHosy. Hanbonee snaun-
MOI, HO He eJJMHCTBEHHOU IaTOreHeTHYeCKOM a6eppaune1‘/’1 npu DJ1 as-
asieTcst peapaHxkuposka reda BCL2, B GONBUIMHCTBE Cly4aeB COYETAlO-
IasACs ¢ MyTalUsIMU B T€HAX — SMUIEHETHYeCKUX peryasropax: KZH2,
IRFS, CREBBP, MYC. OrcyrcTBue paboT MO U3Y4EHUIO YPOBHS JKC-
[peccun OAHOMMEHHBIX TPAHCKPUILMOHHBIX 0OeJKOB B Guonrtare omy-
XO/IM B MPOTHOZUPOBAHUM PUCKOB THCTOJIOrMYecKoi Tpancdopmanun
npu kaaccuueckoi u nHexsaaccuueckoit DJI ykaspiBaer Ha akTyasnbHOCTD
J@HHOT'O UCCJIeIOBAHMUS.

Iens paborbr. OueHuTs dKCIIpeccuio GelKOB — peryJsiTopoB TPaHC-
kpununu EZH2, IRF8, CREBBP, c-Myc npu noganbhoii dponauxynsp-
Hot TumdoMe, COMOCTaBUTL ¢ MOPPOMMMYHOIMMCTOXUMUIECKIMH U TeHe-
TUYECKUMU XapaKTEPUCTUKAMU OILy XOJIH.

Marepuannt u meroast. B ananus sxmoueno 120 6uonraros onyxose-
BbIX JMMparryeckux ysnos Hoganbroit OJI, BasTeIX 10 Hauana Tepanuu



(2001-2022 rr.). MccnemoBanue BBIMOJHEHO B IAaTOJOrOaHATOMUYE-
ckom orpenenun PI'BY «HMMULL remaronorun» Munsppasa Poccun.
Mop¢donMMyHOrMCTOXMMUUECKUIT aHAIN3 MPOBEJEH C Yy4eTOM HOBOIL
kaaccudpuranuy rematoaumdongHbIX onyxoseit BO3 (2024), ¢ ucnos-
soBanuem peakunii ¢ antureaamu k CD19, CD20, CD23, CD3, CDIO0,
BCL2, HGAL, BCL6, CD5, Ki-67, MUMI, cyclin DI, EZH2, IRFS,
CREBBP, c-Myec.

Pegynprater u o6cysxaenme. C yuetom cospemeHHbIX Mopdosoruye-
ckux kpurepues auarnoctuxu DJI Boineneno 6 mopdonornueckux Bapuan-
toB (de novo 1 ¢ yuactkamu rucrosoruueckoit rpancopmaunn): 1-2 uuro-
noruueckoro tuna (12 = 57), 13A (3A ¢ yuacrkamu 1-2 tuna, n = 15), de novo
3A (n = 21), de novo 3B (n = 5), 3B (3B c yuactkamu 1-3A, n = 8), 1-3A, 3B
@DJI ¢ yuyacrkamu auddysnoit B-kpynnokaerounoit aumdomsr (JIBKJI)
(n = 14). B xone ananuaa obHapy>KeHb! CTATUCTUYECKU 3HAYMMBbIE PA3IHIUS
B rpynnax 13A u 3A de novo: npu T3A npeobiajsanu nopaskeHue KOCTHOrO
mosra (73% nporus 24%, OR 8,800, 95% AU: 1,920-8,4, p < 0,001) u nons
cayuaes ¢ Boicokoit axcnpeccueit CD10* (87% nporus 33%, OR 13,000, 95%
JU: 2,274-7,319, p < 0,001), pesxe puarnocruposana peaparxuposka BCL2
(33% nporus 88%, OR 11,08, 95% IU: 2,33-8,119, p < 0,001). B rpynne MJI
¢ orcyrcrBuem peapamxkupokn BCL2 no cpaBrenuio ¢ ee naanunem (p =
0,0001) npu mopdonornyecknx BapuaHTax ¢ MPUHAKAMU TUCTOJIOTUUYECKOM
rpancdopmaruu (r3B u 1-2, 3A, 3B ¢ yuacrkamu JIBKJI) uaie onpenens-
nacek Bbicokas akcnpeccus benkos EZH2 (p = 0,0003), IRF8 (p = 0,0005),
CREBBP (p = 0,0002), c-Myc (p = 0,0001) (puc. 1, 2).

3akiouenne. [lpaxrTuyeckoe npumeHeHMEe MMMYHOTMCTOXHMMUYE-
CKMX aHTUTeJ K TPAHCKPUIILMOHHBIM Geskam noasousiet auddepeHunpo-

MPUNOXEHME 1

Bath mopdonoruueckue apuantsl DJI de novo u ¢ npusnakamu rucrosno-
ruyecKou Tpchd)opM&unn. Beicokas skcnpeccust Geaxos EZH2, IRFS,
CREBBP, ¢-Myc B Guomnrare OILyXOJIM yKa3bIBAET Ha IPU3HAKU TUCTOJIO-
T'MYEeCKOU TpchcbopmauHH, YTO MCKJIOYAET TAKTUKY «HABJIIODAN U KIU»
N MOXKET ABJIATHCS IIOKAa3aHUEM K Haqa.ﬂy CV[CTeMHO]‘/Jl XV[MI/IOTePanV[V[.

Puc. 2. Dkcnpeccus 6enkos EZH2, IRF8, CREBBP, c-Myc B rpynnax ¢ Hannumem
u otcyTcTBMEM peapanxuposku BCL2

Hukutun E.A.!, Benskosa B.B.2, Emenbsnosa 3.b.2, Pumawesckas E.B.!, Kpeuetora A.B.?

MOHOCHEHI/I(DI/I‘IECKI/H/UI [IPSIMOV AHTUTJIOBYJIMHOBBI TECT: AHAJIN3 KJIMHUYECKOI'O 3HAYEHU S
'Ore0yY ANO «PMAHMO» Munsgpasa Poceuu; 2TBY3 «MMHKL um. C.IM. Botkuna A3M»

Beepnenue. [lpamoit anTurI00y1MHOBBIN TecT

Tabanua. XapakTeprcTMKa NaLUMEHTOB

HEPEJIKO BBITIOJIHSIETCSI NCKJIIOUNTEIBHO B IOJIHMCIIE-
Kareropws Yucno Yucno MmMyHoremaronoruye- N enyuaes %
uuduueckom dopmare, Ho peaysbTaTamMm KOTOPOLo arerop! GonbHbix | uccnenosanuii CKO# KapTHHD Y °
HEJIb3s CKasaTh, YTO MMEHHO CBSI3aHO C 9PUTPO- Monucneundmunsiii AT nonoxutenes, 18 20
HUTAMU — KOMIUJIEMEHT Miu aHturena. Ha aror MoHocneudyIeckyi oTpHuaTeneH
BONMpOC OTBeyaer MOHOCHeU,HCl)H‘IeCKHﬁ T1IATT AUTA ¢ TennosbIMM aHTHTERAMM 28 53 Ig%/s(clin 282 4]],550/%
(mono-ITAT'T). TToctkoBuanas ummyHnHas aucpe- IgG 14 2%
rynsinus, npumeHenme wuurubumropos PDI1/PDL, 19G/1gA 4 7,9%
JIm p P I9G/IgM/C3d 2 38%
yBeJMYeHHNe NPOAOJIIKUTEIbHOCTH YXM3HU NalleH- 1gG/IgM/IgA/C3d 3 5,6%
toB ¢ AVITA-acconunpoBanubiMu GoseaHsMu npu- Camewannas AVTA 3 6 1gG/C3d 4
Besin K pocry yacrorsl AVIIA, uro akryanusupyer 19G/IgA/C3d 2
epecMOTp KIMHUIECKOTO 3HAUCHU S TIATT. AUTA ¢ xononosbimu antutenamu / 6oness 18 23 C3d 17 73%
UMW CUHAPOM XONOROBLIX ArFMIIOTUHOB IgG 4 17%
Ilens paGoTbl. AHAIM3 KIMHUYECKOTO 3HAYE- Igh,/C3d 1 4%
HUS MOHOCHeNUIECKOro MPSIMOro aHTUTI00YI1- 19G/C3d ! 4%
HOBOTI'O TeCTa. Cunapom Jsanca 4 n | Glg/%ad g
Marepuanst u meropp. C  01.11.2024 Y e boneios # ANTA - = g o ” 5
OHUYECKUM TUMPONENKO3 U o
no 01.11.2025 B naboparopuu MMHKL] umenu P |gGg/c3d 14 265
C.I1. BorknHa noa0KUTEABHBINA PE3YIBTAT TOJIUC- | G3/C|3/d\/c3d g 33’
neunclmqecxoro ITAT'T 65wt BoisiBaeH B 325 06pa3- 929 2
XPOHUUECKUI MMBONEAKO3 M NONOXUTENbHbIA 6 6 C3d 4
nax kposu. Bo Bcex 9TuX cirydasix JOMOJHUTENBHO nomcneumduninui MATT 663 GHemn 19G/C3d 2
nposoauics monocnenuduueckuit tect na lgG/ Numdons 9 9 19G 5 55%
IgA/1gM/C3c/C3d, a npu neobxopumoctu — onpe- | ng/(I;/AS/Sng % gg:f
Aenenue criequUUHOCTH AHTUTE. 9~/ 2
P g C Muenoamncnnactuieckue cuHAPOMbI 27 32 IgG 27 93%
egyabrarel U obcyxpaenne. Cymmapno 19G/C3d 2 79
B McciaenoBanue Bomao 238 manuenTtos (Tabmau- MHOXECTBEHHAS MHEAOMA 6 6 IgG 6
ua). Y naumenros ¢ rennosoit AVIIA wabaona- MHoxecTBeHHAs MMEnoma 1 apaTymymab 4 4 IgG 6
aach rereporennas kapruna. AVUT'A ¢ neckous- BpoxasHHbe HeMH 4 4 IgG 3
kumu anturenamu Ha ospurpouurax (IgG/IgA/ IgG/C3d !
IgM) wuame xapakrepusoBasach TOPHUAHBIM XMM3 S 7 IgG 7
TEUEHUEM. ]_[pp[ xosonoBoit AVT'A mouno-ITAI'T Annactnyeckas anemms 6e3 [MHI knona 2 2 1gG 2
6b11 monoxxurenen ronprko no C3d B 73% cay- MapokcuamanbHas HOYHAs reMornoBUHypHs 49 66 C3d 56 85%
IgG 6 9%
yaes. Mono-ITAI'T y nanmenros ¢ XJIJI Gbin |gGg/C3d 4 6%
XapaKTepeH INPpeMMyIeCTBEHHO [Jis1 TeIJI0BOMu TpynHbiit AnddepeHuManbHbIi AUarHo3 12 14 IgG 6 43%
AUTA. Boabmas yacts nanuentos ¢ M/IC ume- |9(c3§|dgA (2) th:?
JAM B aHaMHese remMoTpaHcys3un U MOJNOMKU- 2
4 TIATT 6 ¢ O6cnefosatue no nosoay TpomEouUTONEHMHU 5 5 C3d 3
TeJbHbII Mmor ObITb 00yCJIOBIEH LUPKY- npw HopmansHom Hb IgG/C3d 2
JIMPYOMMUMHA TOHOPCKMUMU SPUTPOUMUTAMM. Y12 ObcnefoBake Mo APYTUM TOUYUHAM NPU HOPMATTb- 5 5 C3d 5
nauuentos ¢ M/IC B anamuese ne 6110 Tpancdy- Hom Hb
3Uii, a HA DPUTPOLUTAX ONPEAEISNNCh AHTUTEIA Bcero 238 325
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kaacca IgG. Eme y 12 60abHBIX ¢ Pa3HBIMYM KAMHUYECKUMU CUTYALH-
amu (UMppoa nedyeHu, GOJE3HU MOUYEK, AYyTOMMMYHHBbIe 3ab0MeBaHUs),
6es TpaHcdysuil B aHaMHese, IPUYNHBL AHEMUU OBIIM CMELIAHHBIMMU.
[TanuenTsl €O CMEMIAHHBIMM AHEMHUSMHU WJIM HEMOJHOW KapTHUHON
MJIC (cymmapno 10%), cocraBasioT AMArHOCTHYeCKyI0 TpPOGIeMy:
obuapyxenue IgG na spurpounrax y mnaunumentos 6es Tpancdysuii,
UMEIUX Apyrue IPUYMHBL MU aHEMHUM, OCJIOKHSET HHTEepIpeTa-
uuio [TAT'T, cospaer puck runepanarnoctuxku AVT'A. Mz 66 recros,
BBINOJHEHHBIX ¥ 45 NauueHTOB ¢ NapoKCH3MabHONH HOYHOM remoryao-
6unypueit (ITHT'), spurpouutst 6bt1u noxpoiter C3d B 85% cayuaes.
Ionosxkurensusiit nonucnennduueckuit I[TATT ne nckarouaer TTHT.
B 6 cayuasx recr okasancsa noaoxurenen no 1gG (9%) u B 4 cayua-
ax — no IgG u C3d (6%). Peus uaer o nanuenTax, noayyasumnx remot-
pancdysuu. Mono-ITAT'T, BeinonHsaBILIKIiCS MPU HOPMAJIBHOM YPOBHE

remoraobuna B pamkax obcie0BaHUS MO TOBOAY TPOMOGOLUTONEHUN
U ayTOMMMYHHBIX 3a00J1eBaHUil, OblI MOJ0XKUTEeH perMylileCTBeH-
Ho no C3d, uto mosxker oTpaskaTh pUKCALUIO HA SPUTPOLUTAX UMMYH-
HBIX KOMIIJIEKCOB ¥ KJIMHNYECKY HEBHAYMMY 10 AKTHBAIMIO KOMILIEMEH-
ta. B 20 o6pasuax monocnennduueckuii TeCcT okazaacs OTpULATEEH,
He MOATBEPAMB JaHHble NoaUCHenudpuIecKoro Tecra.

3axmouenne. [TAI'T, orpannuennsiii Tonbko noaucnenuduyeckum
BAPMAHTOM, CHM)KA€T 3HAYMMOCTb MMMYHOrE€MATOJOTNYECKOTO paccie-
JOBAHUS U TIOATBEPKAAET CTAPYI0 AOTMY O TOM, YTO IMOJOXKUTEIbHBIN
ITAT'T ne rapanTUpyeT HaIM4YKU AKTUBHOIO TEMOJIM3A, & OTPULATEIbHBIA
He MCKJIOYaeT MMMYHOONOCPEAOBAHHOIO PpaspylieHUs] OPUTPOLUTOB.
Cucremnoe soimonnenne moHo-IIAI'T B coueranuun ¢ anammsom ayro-
M aJUI0-aHTHUTEN 3HAYUTEIBHO MOBBIILAET BOBMOXXHOCTH MHTEPIIPETALIUY
KJIMHUKO-1a60paTOPHOI KapTUHBL.

Hukutun E.A.'3, 3uranwmn P.X.3, Benskoea B.B."?, Pumaweeckas E.B.?, Emensanoea ..

MNOCTTPAHC/IALIMOHHBIE MOAVNOUKAINN AHTUSPUTPOIUTAPHBIX AHTUTEJI MOI'YT OIIPEJAEJIATD TSAXKECTD
AYTOMMMYHHOTI'O TEMOJIMTUYECKOI'O ITPOLIECCA

'TBY3 «Mockosckmit MHoronpodunbHbIA knuHuueckuit Hayursit uentp um. C.M.Botkuna A3M»; ?OIBYH «focynapcteennbiil Hayursii uentp PD MnctutyT GBuoopranmyeckoit xmmmm
um. akagemmkos MM, Wemakuna u 1O.A. Osunnnukosa PAH»; *OIEOQY ANO «PMAHMO» Munsapasa Poccuu

Beepenue. ¥V 55-60% 6GonbHBIX ¢ ayTOMMMYHHOH reMOJUTHYECKOH
anemueit (ANI'A) nocne xynupoBaHWs IeMOJMTHYECKOrO IIpoLecca
1 HOpMAaJIM3aLMK IeMOMIOOMHA NMpPSIMOii aHTUIIOOYIMHOBBINA TecT ocTa-
eTcs nosoxkureneH. [ IpuamnHbI cTONB pa3HON MATOr€HHOCTH AHTUTEN U €€
N3MEHEHU s B J[UHAMWKE HE SICHBI.

Ieas paGorer. OxapakTepusoBaTh U3BMeHeHUe CTPYKTYPbl U Xapak-
Tepa IIMKO3MJIMPOBAHNUS AHTUAPUTPOLMTAPHBIX &y TOAHTUTE B JMHAMU-
ke y naunenros ¢ AVTA.

Marepuanabt u meropsl. B uccienoBanue BKIIOUANNCh MALMEHTHI
¢ rerosoit AVIT'A, y xoropsix cepuiiHO MpPOBOAMIOCH UByUYEHHE CIie-
UMPUUHOCTH AHTUOPUTPOLUTAPHBIX AHTUTEN B pasrape U B yracaHuu
UMMYHHOTO KOHAMKTa. OmouMs MpoBoAMiach pearentamu BioRad
o MHCprKuMM l‘lpOI/lsBolll/lTeJ'lﬂ, Onpeﬂeﬂeﬂl/le Cl‘[eu,l/l(i)l/[qHOCTVl aH-
TUTEJ] C IOMOWbI0 naHeau pgoHopckux opurpoumrtos. C 01.11.2024
no 01.11.2025 6110 npentuduumuposano 9 nanueHTos, y KOTOPBIX UMe
MECTO FeMaTOJOTMYECKUA OTBET U ObLIM JOCTYNHBI AaHHbIE MO CIIELU-
buunoctu anturen. Bo Bcex cayuasx anturena B pasrape xoudaukra
ObLIM HaNpaBJIeHbl IPOTUB aHTUTeHOB cuctemsl Peayc. B nunamuxke y 4
naunuenTos crenuduaHOCTh MOMeHsAach (anTu-¢ —> antu-P/M/antu-C,
-S / antu-JKa Lea; antu-C —> antu-JKb Lea), uro, mo-supumonmy,

Tabnuua. Knunnveckune nposienenns AUTA 1 nocTTpaHCaILMOHHbIE MOAMPUKALAN QHTUIPUTPOLM-

TapHbix |gG y o6cnefoBaHHbIX NALMEHTOB

00yC/I0BIEHO CHU KEeHMEM JIOMUHUPYIOLIEro autTuTena. Y 5 manueHTos
crenudguIHOCT ocTanach npexHeii. J{a1s ananusa cTpyKTypsl aHTUTEN
0Tobpaay Tpex NalueHTos, rae cneluduuHOCTb OcTanach NpexHeii (Ta-
6auua). Ilonydenunble smnouMeil aHTHAPUTPOLUTAPHBIE AyTOAHTUTENA
MOCJIe 9TANA MPESBAPUTENBHON CENEKIMH C MOMOLIBI0 MATHUTHBIX IIa-
poB, nokpbiThix G-6eaKkom, BGbUIN OABEPrHYTH MACC-CIIEKTPOMETpUYe-
CKOMY aHaJu3y.

Peayabrars: u o6cyxaenne. [lanHbie mo Tpem manueHTam MpeiCTaB-
nennl B tabauue. Y nauuenra 3BH tperuit penuaus rsaxenoro remonusa
pasBuiics Ha PpoHe xpoHuueckoro sumdorneiikosa. Y 2 Apyrux nalMeHToB
6buna nepeuunas AVITA. Bo Beex cayuasx umena mecro AVIT'A rennossr-
MU aHTUTEJAMHU, & AyTOAHTUTENA ObUIM HATIPABJIEHBI IPOTUB AHTUTEHOB
cucremsl peayc. Ocrpeiii annson y nauuenra 3BH xopowmo yknansisancs
B 1pouIib, ONUCAHHBI A aHTUTeN, obnafatoumux yeuennoit FeyRITI-
aHTUTeN03aBUCUMON KJeTouHoit unurorokcuunoctoio (ASKLL) wu/unu
KOMIIJIEMEHT-OMOCPEAOBAHHBIM JIM3UCOM: B pasrape 2/3 curnanos Fc npu-
XOMAuCh Ha adyKo3unupoBanHble GopMbl U UMeaach 3ameTHas ppaxuus
cuanuaupoBaHHbX riukodopm. B pemuccun cnanunuposannsix gpopm
npakrudecku He 610 u 92% Fe 6110 dyrosunuposano. Cxopnas kap-
tuHa 6bi1a nosydvena y nauventku [JIIT: B octpom nepuone BuisiBasiacs
adyrosunuposanusiit IgGl-Fe ¢ Bricokum noren-
nuanom x ASKI; npu cuuskenun unrencusHoCTH
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remosnsa mnpousouuto cuwxenue myiaa A3KLI-
Munupmans! 3BH XCB mn
noobubIx rmukodopm u obuiero konuuecrsa [gG
Mon, Bospact 78, Myx. 71, xeH. 84, xeH.
Ha sputpouutax. ¥ naunentku XKCB konmnuecrso
il XJJTw AUTA ¢ Tennosbimm Mepsuunas AUTA c Tennosbimu Mepeuynas AUTA c Tennossimu Cb d[,)
MArHos QHTHTENaMM QHTHTENaMM QHTUTENAMM a yKO3I/IHHpOBaHHI)IX TJINKO OPM B yl"a.Ca.HI/II/I
Pesyc ¢eHOTMI‘I ccDee ccDee CcDEe JaaxKe yBeJ’II/ILII/IJIOCI), HO mpowusomieJs CABUMI' B CTO-
Craryc Pasrap Pemmceus Temonua Yracakue Temonus Yracauue I;)OEDQI/EC-CH&HMPOB&HHH’ yBeﬂnqe?MSIKOHquCTBa
Temornobuw, r/n 54 140 100 129 91 19 ) 1 CHHMOKEHMA KOﬂ“uquTBa gl UTO MOIJIO
MoHocneuM¢qucKMﬁ np;{Moﬁ |gG l++++) |gG (++++) «CMSATYUTDB» S(b(beKTopHI)II/I IIOTEeHI AJI.
QHTUrNOBYNMHOBBIA TECT IgG (++++) IgG (++++) IgA (+++) IgA (++) IgG (++) IgG [++++] 3akmaouenne. Vsmenenue Tsxectn remosnsa
CneunduyHocTs aytoanturen aHTH-e aHTH-€ antn-D aHtn-D antn-E antn-E B AMHAMMKE JIMIIB OTYACTU CBI3aAHO C M3MCHEHM-
Pasknua s cymme acex IgG 8 06 s eM KOJMuYecTBa aHTUTes]. bosablioe sHaueHue mo-
nenTuaos ' ' ' IyT MMeTh MOCTTPAHCJ/ISIIUOHHBIE Mo;lndmkaunn
IgG1=55% | 1gG1=51% | 1gG1=571% | 1gG1=205% | IgG=716% 1gG1 = 36% AHTHTEN, ONpPefesSIONIe IOMUHIPOBAHNE MATO-
Cobnacen 1G 19G2=11% 19G2=1% 19G2=6,3% | 19gG2=241% | 1gG2=113% | 1gG=321%
Y 9 19G3=25% 19G3=23% 19G3 =22,8% 19G3 =26,3% 1gG3=0% 19G3=0% JIOTUYECKUX FJII/IKO(l)OpM, a TaK>Xe OTHOCHUTEJbHOE
lgG4=9% lgG4=24% 1gG4=13,8% | 19G4=290% | 1gG4=152% | lgG4=32,0% nomuuuposanue usoruna IgGl B ocrpom mepu-
DykosunuposanHsie popmsi 34% 92% 27% 12% 0 3% one. Jlunamuueckoe wuccienoBaHMe IMOKa3bIBaET,
CunannnnposatHsie Gopmbi 19% 0 1% 16% 7% 0 q9TO FC-I‘JII/IKO(bOprI JIBUTAIOTCSI CHHXPOHHO C re-
A3KL-noaobHbie rnkopopmbl 48% 8% 72% 72% 93% 97% MOJIM3OM.



MPUNOXEHME 1

Hoewukoe B.A., Tanctan M., Mogen C.B.

IXOKAPANOTPAONYECKAS IUATHOCTUKA MHOEKIIMOHHOT' O QHAOKAPANTA Y OHKOTEMATOJIOTUYECKIX BOJIBHBIX
C CEIICCOM

Prey «<HMULL rematonorum» Munsgpasa Poccum

Beepenne. Onxoremarosiornyeckue NalMeHTbl OTHOCATCS K Kare-
rOpUM HMMMYHOKOMIIPOMETHPOBAHHBIX MALMEHTOB, y HUX BBICOK PUCK
UHQEKLMOHHBIX OCIOKHEHUIA BCJIEACTBUE HAPYIIEHUS KJIETOYHOTO U Iy-
MOpPaJIbHOrO MMMYHHTETa, 4acTo passupaercs cerncuc. OpHako naHHbIe
0 puCKe pasBuTHA y HUX UHPeknonHoro sHaokapauta (V19) npu passu-
UK GaKTepUEMUU, B YCIOBUSX HEHTPOIEHNY OrPAHUUYEHbI.

Ilens pa6orsr. Ouenuts yacroty BosHukHoBenus V1O y onkoremaro-
JIOTMYECKMX TIALLMEHTOB IIPH PA3BUTHH Y HUX CETICHCA C TOMOLBIO 9XOKap-
nuorpadum.

Marepunanst u meropsl. B uccienosanbl Briouens: 38 nanumen-
TOB C OIyXOJIEBBIMU 3a00/€BAHUAMU CUCTEMbl KPOBH, HabJoaBIINeCs
B OPUT B cBASM C KIMHMYECKM YCTAHOBJIEHHBIM AMATHO30M «CETICHC».
VY Beex maumeHToB MPOBOAMIN MUKPOBUOIOrMYECKOe UCCIIel0BAHIE KPO-
BU, BCeM NalMeHTAM BbIIOIHSUIN TPAHCTOPAKAIBHYIO HX0Kapauorpaduio
(TTOXOKT') u upecnuuesoauyo axoxapauorpaduio (HTIOXOKT).

Peayabrare u 06cyxaenue. Heiitponennsa menee 1x10%/1 6pi1a y 28
u3 38 nanumenros. bakrepuemus Boisaena y 19 naunuenros: Enlerococcus
Jaecium (6), Escherichia coli (3), Klebsiella pneumoniae (6), Streptococcus

epidermidis (1),  Staphylococcus aureus (2), Staphylococcus capitis  (1).
Bereranun na knananax cepaua soisasuan y 4 (10,6%) us 38 naunenros,
npudem y 3 us nux npu YIIOXOKI, y 1 naunenra npu YITOXOKI se-
reTauuu He BbISIBUIIM, HO OHU Obliau obHapyskeHbl Ha ayToncuu. Hu y on-
HOro 60JBHOrO C HEHTpOIEHME! He BbISIBIEHO BereTaluil Ha KjanaHax
cepaua. Cpeayn nanueHToB ¢ BereTauMsaMM Ha KJIallaHaX JIMIIb y OLHOTO
6bi1a bakTepuemus.

3axmrouenne. V1O soiasnen B 10,6% canyvaes y nauunenTos ¢ kanHu-
YeCKM yCTaHOBJIEHHbIM auarHosom cemncuca. OTCyTCTBHE MOI0XKUTETb-
HBIX [OCEBOB KPOBU He uck.touaer Hannuue 1O, Tor daxt, uto npu neit-
TPOINEHNY BEreTalnyu He BbISBJIEHBl HU y OJHOTO GOJBHOrO, MOXKeT ObITb
006yc10BJeH 0COGEHHOCTAMU TeYeHUs CeNCcuca B YCJA0BUAX HEHTPONEHUH,
a TaK)Ke TeM, YTO 3a MepUOJ HeTPONeHUHU BereTaluy He yCHeBaloT 00-
pasoBarbcsi Ha KjamaHax. Bererauuu Ha kianaHax BbisiBiaeHbl B 75%
Cllyuyaes npu oTcyTcTBUM bakTepuemuu. Bereranuu Ha kianaHax BbISIB-
astior npu UITOXOKTI u e Boiasnsaror npu TTOXOKI Bemmonnenne YI1T
OXOKI siBnsercs obsszaTenbHbim MeTofoM auarHoctuku MO y ummyno-
KOMIIPOMETHPOBAHHBIX ALIEHTOB.

O6yxosa T.H., Tankuna H.J1., Conoeves M.B., Conosbera M.B., Tpnbanoea E.O., Habaesa tO.A., Ceitpanmesa K.P., Epwos A.A.,
Kynukos C.M., Menpeneeea J1.1.

OLOEHKA ITPOTHOCTUYECKOI'O 3HAYEHW S GAIN/AMP1Q21 B YCJIOBAAX PASINYHBIX CUCTEM CTPATUONKAIINN PCKA
I1PY BIIEPBBIE IUATHOCTHPOBAHHOM MHOXXECTBEHHON MUEJIOME

PreyY «(HMULL rematonorum» Munsagpasa Poccum

Beepenue. Ilo peaysbratam Go/bIIMHCTBA UCCJe0BAHUIT yBeanye-
Hue Konmuecrsa konmit nokyca 1q21 (1q+) sBasercs nesasucumpim dax-
Topom mioxoro nporHosa npu MM u BraoueHo B cucTembl crpaTudu-
kauuu pucka R2-ISS u MASS. Opnako Boicokas pacrnpocTpaHeHHOCTD
(n0 40%) 1 uacroe coueTaHMe ¢ APYTUMH LUTOr€HETUIECKUMU AHOMAJIU-
amn (ILA) sarpyauser ncnonbsoBanue lq+ mas ompenesneHus: BEICOKOTO
pucka. B 2024 r. IMWG/IMS npencraBunn HOBoe KOHCEHCYCHOE ONpe-
AeJleHMe PUCKa BIEPBblE AUATHOCTHPOBAHHOMN MHOXKECTBEHHON MUEJIOMBI
(BAMM), rae lq+ paccmarpusaercs (pakTopom BbICOKOIO PUCKA TOJIBKO
B COYETAaHMM C APYTMMHU HPOrHOCTHYeCKM Hebaarompustabimu LA —
t(4;14), t(14;16), t(14;20) u del1p32. Konuiinocts 1q (gain nnu amp) B gan-
HOM OIIpe/ieJIEHUY PUCKA HEe yUUTbIBAETCS.

Iens paGorer. Ouennts nporuoctTuueckoe sHadenue gain u amplq2l
y 6oabubix BIIMM.

Marepuannt u meroasl. Mbl nposenn peTpocneKTUBHbLI aHAIUS KO-
roprol u3 447 naunenros (224 M u 223 JK, B Bospacre 18-80 ner (Me —
59 net) ¢ BAMM us HMILI remaronoruy, y KOTOPbIX UMEIUCh UCXOM-
ubie nanuste o L{A, Bxmouas 1g+ [1921 gain (3 xonun) namp (> 3 xonui)],
obnapyskennbix ¢ nomoupio FISH-nccneposanns
B CDI38" kierkax KOCTHOro MO3ra, M KOTOPBIM
WHAYKLUMOHHAsI Tepanusl MpOBOAUIACE bOopTeso-
mub-conepaxammmu kypcamu. [lokasarenn obieit
soikuBaemoctn (OB) ouenusanu B rpynnax 6osb-
Hbix: ¢ gainlq u amplq B coueranuu ¢ LIA Bbicoko-
ro pucka (LIABP), onpenenenusimu B pesysbrare
HALIETO INPEABIAYLIEr0 MCCAEAOBAHUS, a TAKIKE
BKJIIOYEHHBIMU B MEXX/yHAPOJAHbIE CUCTEMBI CTPa-
tudukaunn pucka — t(4;14), t(14;16), t(14;20),
dellp32; 6es LIABP; u B rpynmne c dell7pl3/TP53:
Me nabmopenus — 30,6 mec.

Peayabrarer u obcysaenue. 1q+ BbIsBIEHDI
vy 35% Gonbubix, U3 Hux gainlq — 24%, amplq —
11%. Crarucruuecku snaunmas acconuanus ¢ OB
BbISIBJIEHA TOJbKO y Gosbubix ¢ amplq (puc. 1).
[Ipu nanuuuu amplq ortnocurensusiit puck (OP)
Hebnaronpusithoro cobeirua OP = 3,25 (1,98-
5,32), npu naamunu gainlq OP = 1,21 (0,73-2,02),
[N 95%, P=0,00033. dpyrue L1A Boicokoro pucka

yaue BCTpeuanucs y Gombubix ¢ 1q+: ¢ gainlq — 53%, ¢ amplq — 58%,
6es 1g+ — 22% (p < 0,0001). Hannume apyrux LIA Beicokoro pucka sHa-
ynmo yxynuwasno nokasanau OB B rpynne 6onbubix ¢ gainlq (OP = 2,68
(1,04-6,86)), Ho He okasano mocroBepHoro sausuusi Ha OB GoabHbix
c amplq (OP = 1,69 (0,70-3,59)). IIpu conocrasnenun noxasareneit OB
¢ rpynnoit 6onbubix 6e3 LIABP: y 6onbHbix ¢ gainlq nocTosephbix pasnu-
unii ne nonyueno (OP = 0,81 (0,74-0,89)); y 6onbubix c gainlq B couetanun
c apyrumu LIABP u B rpynne c amplq 6es apyrux LIABP nokasarenn OB
nocrosepro ke (OP = 2,49 (1,26-4,89) u OP=3,40 (1,63-7,12), coor-
sercTBeHHO; p < 0,0001) u He pasanuanucs ¢ nokasarensmu OB B rpynne
Goabubix c del17pl13/TP53 (OP = 2,42 (1,37-4,27)) (puc. 2).
3axiouenne. [lo pesysnbraram Haluero uccsefoBaHUs IPY BbISBIIE-
HuM HapyueHuil B gokyce 1q21 y Gonbubix BJIMM caenyer yuursisars
KOJIMYECTBO AOMOJHUTENbHBIX Konuil. Hannane tpex xonnit noxyca 121
(gainlq2l) moxHo orHecTr K aKTOPam BBHICOKOTO PHCKA TOJBKO B COUe-
TaHWU C APYTMMHU IPOTHOCTHYECKU HEOIArONPUSTHBIMU AHOMAJIUSMMU.
Amnnudukanua 1q21 (24 xonuit) ssnsercs paxTOpom BBICOKOrO pucKa
HE3aBMCHMO OT HAJIM4Msl JI00bIX APYTUX LUTOr€HETUUECKUX AHOMAHIA.

Puc. 1 n 2. O6wwas BbIXMBAEMOCTb
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PE3YJIBTATHI TIPUMEHEHM S HU3KOJO3HOT'O IIOCTTPAHCIIZIAHTAIIMIOHHOT' O IUKJIO®OCDAMUJIA ITPH AJIIOTEHHOMN TI'CK
B PECIIYBJIUMKE Y3BEKMCTAH

'PCHIMML, rematonoruu; ?OIBY «<HMULL rematonorum» Munsapasa Poccuu

Beepenne. AnoreHnass TpaHCIIAHTALMS TEMONOSTUYECKUX CTBO-
noseix kaetok (anno-TT'CK) sasasiercs moTeHnmManbHO M3I€4MBAIONIAM
MeTO/IOM TepanuM MPU psifie 3J0KAUeCTBEHHBIX 3a60MeBaHUI CHCTeMbI
kpoBu. OnHum ns kiaouesbix ocaoxuenuit anno-TT'CK ocraercs peak-
nus «rpancmianrar nporus xossuna» (PTIIX), cymecrsenno Bnms-
joIasi Ha BBKMBAEMOCTh UM KadeCTBO JKM3HM TMalMeHToB. B mociennue
roabl mocrrpaHcmianTtaiuonnsiilt  umukaodochamua (IITLD) cran
cranpaprom npodunakruku PTITX, ocobenno npu raniouaeHTHYHBIX
rpancnnantanusax. Opgnaxo crangaprusle 103bl uukaopocpamuaa (50
Mr/kr Ha +3, +4 AHM) aCCOLMMPOBAHBI C BBIPAXKEHHON TOKCUYHOCTBIO.
B cBs3U ¢ 3TUM aKTyaabHBIM sBaAsieTCS U3y deHne 3 dexTUBHOCTH 1 6e3-
onacuoctu HuskoposHoro [ITH® B ycnoBusx peaspHoil KIMHMUECKON
HPaKTHKU.

Ilens paGorer. OueHuTs KIMHUYECKHME PE3YJBTATHI, GE30MACHOCTD
u abdextusHocTs Mpumenenus nuskonosnoro [1TLD nepenecunx an-
norennyto TI'CK B Pecny6iuke Ya6exucran u conocraBuTh NoJtyyeHHbIe
[aHHBIE C MEXKAYHAPOAHBIMU CTAHAAPTAMU.

Tabnuua. XapakTepucTMka NaLMEHTOB

Xapakrepuctika | N=36
Mon, n (%)
Ken. 14,0 (38,9)
Myx. 22,0(61,1)
Boapact, Median (Min — Max) 29 (19-60)
Bpems po anno-TTCK, Median (Min — Max) 232 (110-3,159)
[Ouarnossl, n (%)
onn 15,0 (41,7)
oM 21,0(58,3)
Craryc 3a6onesaus, n (%)
MP1, MOB-craryc HenssecTeH 20,0 (55,5)

MP1, MOB- (M®T) 8,0(22,2)

MP1, MOB+ (MOT) 2,01(5,6)

MP2, MOB-craryc HenssecteH 1,0(2,8)

P2, MOB- (M®T) 1,0(2,8)

NP2, MOB+ (U®T) 5,0(13,9)

Bua koHanunonnposanms, n (%)
RIC 36,0(100,0)
Bua TKM, n (%)
pChl 17,0 (47,2)
PYCH, 2,0(5,6)
lanno 17,0 (47,2)
Tpaucnnantar, n (%)
CKK 36,0(100,0)
Yucno knetok, Median (Min — Max) 6,25 (3,89-10,00)
Cxema npodunatuku PTTX, n (%)

Dlpyroe (ykasats) 1,0(29)
LU®+LCA+MM® (LD — 25 (1)+25 mr/kr; LCA — 3 mr/kr; MM® — 30 mr/kr/cyT) 15,0 (42,9)
LU®+LUCA+MMD (LD — 25 (1)+25 mr/kr; LCA — 3 mr/kr; MM® — 45 mr/kr/cyT) 19,0 (54,3)

Bua necoctostensHocty, n (%)
Her 34,0 (94,6)
BropuuHas HECOCTOSTENLHOCTL TPAHCNAHTATA (MOCNe NpUXMBNEHMS) 1,0(2,7)
MepBuyHas HecocToATENLHOCTL TPAHCINAHTATA (+28 peHb) 1,0(2,7)
Octpas PTMX, n (%)
Her 28,0(77.8)
Crenens I1-1V 8,0(22,2)
Crenens 1=V 2,0(5,6)
XpPTMIX, n (%)
Ja 1,0(2,8)
Her 35,0(97,2)
Peunane, n (%)
Ja 6,0(16,7)
Her 30,0(83,3)
Cwmeprs, n (%)
[l 16,0 (44,4)
Her 20,0 (55,6)
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Marepuanasr u meronst. B uccienosanue Briouensr 36 nauueHTos,
koropbim Obla BoinonHena aano-TT'CK B Pecniybnuke Ysbexucran. Beem
NalMeHTaM MPOBOAMJIOCh KOHAMIIMOHUPOBAHME CHUYKEHHON MHTEHCHB-
noctu (RIC). Ilpodunaxruka PTIIX sraouana [TTL®D B nose 25 mr/xr
Ha +3 1 +4 nuu B kombunanuu ¢ nukaocnopunom (LICA) u mukodenonara
modernrom (MM®D). Ocrpas PTIIX (oPTIIX) onenusanacs mo monu-
bunuposannoit knaccupuxanuu Glucksberg, xponnueckas — cornacuo
NIH Consensus Criteria (2014). BoixxupaemocTs olieHuBaiach METOIOM
Kannana — Meitepa. IlogpobHble XxapaKkTepucTUKU MNalMEHTOB Mpeji-
craBJieHbl B Tabauie.

Peayabrare! u 00cysxaenne. AHaau3 MOKasbIBAET, 4TO 1-1eTHss 06-
as BLIKMBaeMOCTh nanuenTos cocrasuna 57% (puc. 1), l-netnss Gespe-
uuauBHas BepKUBaemocTs — 52% (puc. 2), yacToTa penuanBa OCHOBHOrO
3a00JileBaHUS ObLIA OTHOCUTENIBHO HUBKOM U cocrasuaa 16,7%, yro mox-
TBEpIK/laeT COXpaHeHue MpoTHBoJeiikozHoro addexra TpaHcIIaHTAIUM
npu cumxkenHoit gose umxaogochamuna. Ocrpas PTIIX passunacs
v 22,2% peuunuentos, skiouas tsixensie gopmbr (III-IV crenenn)
y 6,6% nauuenros. Xpouuueckas PTIIX nuarnoctuposana y 2,8% na-
uuenros. [Ipuskusaenne rpancnnanrara gocturuyro B 94,6% cayuaes.

3axiouenne. [Ipencrasiennble KIMHUYECKHE aHHDBIE TOATBEPIK A~
101, uto npumenenue HuskogosHoro IITH®D npu anno-TT'CK obecneun-
BaeT 3¢ deKTUBHBII KOHTPOIL PEAKIIUY «TPAHCILIAHTAT TPOTUB XO3STHHA »
NpPU COXPaHEeHMHU Y/OBJIETBOPUTENBLHBIX TOKAa3aTeseil obuieil BbKUBae-
MoCTH U npoTuBopenuausHoit adpdexTusrocty, paspaboranusiii 8 DI'BY
«HMMULI remaronornn» Munsapasa Poccuiickoit Mepepaunu, apiasercs
o dexTMBHBIM 1 6E30MACHBIM U MOYKET yCTIENIHO MPUMEHSATHCS B YCJIO0-
BUSIX CTPAaH C OPAHWYEHHBIMM pecypcamu. B nasnbHelimem ans cosep-
wencTsoBanus peayasratos aano-TT'CK u npubnusxenns ux x yposHio
MUPOBBIX IIOKa3aTeseil K/IIOYeBbIM HAIPABJIEHUEM SIBJSETCS CHUIKEHUE
TPAHCIIAHTALMOHHON JIeTaIbHOCTH, O0YC/IOBIEHHON MH(EKIMOHHBIMY

Puc. 1. O6was BbIXxMBaEMOCTb

Puc. 2. bespeunansHas BbIXMBAEMOCTb



ocnoxnenusmu. Cyuerom sHaunmoro sraaza nHdeKuii B CTpyKTypy Je-
TaJIbHBIX UCXOJI0B MIaHUpYyeTcs (POKyC Ha YCHUJIEHUM U CTaHAAPTU3aLUU
aHTUMUKPOOHON NpodUIAKTHKY, paHHEH AUMarHOCTHKe NH(PEKIIMOHHBIX

MPUNOXEHME 1

OCJIOXKHEHUU U 60nee A€TAJIBHOM MOHUTOPHHI€ I/lMMyHHOI‘/Jl PEKOHCTUTY~
o, a TaKXeE€ OINTHUMU3AI NN HpOTI/IBOI/IH(i)eKL[I/IOHHOFO COIIPOBOXKA€HU A
B PpaHHEM M IO3JHEM NOCTTPAHCIJIAHTAIITUOHHOM IIEPUOLE.

Masnosa [O.E.

HCITOJIb3OBAHUE MHTETPAJIBHBIX METOJIOB OLIEHKM TEMOCTA3A ¥ IETEI
[BY3 «Mopososckas AIKb A3M»

Beenenune. lcnonbsoBanue B mepnaTpuvecKkoil NPaKTUKE MHCKIIO-
YUTEIbHO KJACCHYECKUX KOATYJOJOIMYECKMX METOAOB s (OpMHUpO-
BaHUs TMOKasaHMU K TpaHcy3HOHHONH Tepamuu 3a4acTylo MPUBOAUT
K M30BITOYHOMY U HEOGOCHOBAHHOMY HA3HAYEHUIO KOMIOHEHTOB KPOBH.
ITpumeneHue uHTerpaJbHBIX METOOB, TAKMX Kak Tpomboonacrorpadus
(TOI'), poraunonnas rpombosnacromerpust (PoTEM) u rpombopnnamu-
Ka, MO3BOJIAET MOLYyIUTh Goslee KOMMIEKCHY10 HH(POPMALINIO O COCTOSHUN
remMocTasa v ONTUMHU3UPOBATh TpaHCy3HOHHOE JeueHue.

Hens paGorsr. Ouennts adpdexTnBHOCTL U HeszonacHOCTh UHTerpa-
LMM KJIACCHMYECKUX U NHTETPAIBHBIX METO/OB OLEHKM TeMOCTasa y AeTeH
Ha IpUMepe AByX neguarpuueckux cranuonapos: 'BY3 «Mopososckas
AT'KB I3M» u I'bY 3 «II'KDB cB. Bnagumupa JI3M>.

Marepuanst u meropsr. I[lposenen perpocrnexkTuBHBIA aHaaM3 IO-
TpebeHN s KOMIOHEHTOB IOHOPCKOI1 KPOBY, OLlEHEHA JMHAMMKA 00beMOB
Tpancy3MOHHOI AKTHBHOCTH yUPEKAEHUH, & TAKIKe ee BAMSHHE Ha KJTI0-
yeBble CTATUCTUYECKUE OKA3ATENH AEATEIbHOCTH GOTbHUILBL.

Peaynbrarel u obcysxaenne. Bhespenue uHTerpajbHbIX METOROB
OIIEHKU TeMOCTA3a MO3BOIUIO GosTee 06BLEKTHBHO OTPEIeNATh TOKA3AHU S
K Tpancdysuu, 4To CNOCOGCTBOBAIO CHUYKEHUIO YMCIA HEOOOCHOBAHHBIX
HepesMBaHUil KOMIIOHEHTOB KPOBU y feTeil. Y NalueHTOB ¢ KPUTHYECKHU-
MU COCTOSIHUSIMU PUMEHEHUe JaHHBIX METOJ0B 0becneumo paHHee Bbl-
SIBJIEHUe PUCKOB KPOBOTEUeHUH M TPOMOOTHUECKUX OCJIOMHEHM, TIOBbI-
CHB CBOEBPEMEHHOCTb U TOYHOCTb KOPPEKI[MM TePAMeBTHYeCKO TAKTHKH.

3axaouenne. Briouenne nuterpaibHbIX METOROB OLEHKH reMOCTa3a
B PYTHHHYIO e MATPUYECKYI0 MPAKTUKY NOBbIIaeT UH(POPMATUBHOCTD
AMATHOCTMKM KoaryJjonaruii, obecrnednBaeT 0OGOCHOBaHHBINH 10AGOP
U JI03UPOBKY KOMIOHEHTOB KPOBM AJsl TpaHCy3uu, CHUXKAET YaCTOTY
HeoNnpaBAaHHbIX NepeqUBaHUil U PUCK ocsoxHeHuit. Komnuekcnbiii nos-
XOJL K OLleHKe CUCTeMbl FeMOCTa3a PEKOMEH/YeTCs /15l LIMPOKOTO BHe/ pe-
HMS B paboTy METCKUX CTAI[MOHAPOB, 4TO CMOCOOCTBYeT ONTHMH3AIN
TpaHcdy3MOHHON Teparuy U TOBBIIIEHUIO KAUYeCTBA MeAUIIMHCKON MOMO-
LM JeTSIM.

MaxkpawkuHa M.M., Burorpapoea O.10., Heeepoea A J1., LLUnux6abaesa [.U., Koukapesa FO.B., Yepuukos M.B., Mrywkun B.B.
[IPUMEHEHUE ABATPOMBOIIATA ITPY PE3UCTEHTHBIX ®OPMAX NMMYHHON TPOMBOIIUTOIIEHNNA

MockoBckuit MHOrONPOdUIbHLIM Hay4HO-KMHKMYeckuit ueHTp um. C.I. boTkuHa

Beepenue. [lepeuunas ummynuas rpombounronenus (UTII) — aro
ayToMMMyHHOe 3abo0JieBaHMe, OCHOBHBIM IPOSIBIEHHUEM KOTOPOTO SIB-
JISIeTCSl CHUYKEHUe YPOBHS TPOMOOIMTOB, CBSI3aHHOE KaK ¢ UX yCHJIEH-
HBIM paspylueHUeM, TaK U HeJ0CTATOYHOI BbIPaGOTKON B KOCTHOM MO3Te.
V¥ Bapocabix nauuentos VITIT B GonbnncTse cayuaes npuobperaer xpo-
HUYECKOE TEYEHUE U TIOJHAS PEMMCCHS JOCTUTAETCS PEAKO, B CBSI3U C YEM
Mbl TOBODUM O HEM3JEeYuMOCTH jaHHoro sabonesanus. [lo macrosuiero
BpeMeHM MalueHThl ¢ pedpakTepHoil k craprosomy Jeuenuto VTII no-
JLy9aJIi MMMYHOCYTIPECCHBHYI0 TEPAIINIO BTOPOU JMHNY, HAIPABJICHHY IO
Ha CHM’KEHUE BbIPabOTKM aHTUTPOMOOLUTADHBIX AHTUTEJ, HA COBPEMEH-
HOM DTare peKoMeHjyeTcst boslee paHHee UCMIONB3OBAHUE ATOHUCTOB pPe-
uenropa rpombonoaruna (@TTIOp) no nonbiTok Gosnee TOKCUUHOM UMMY-
HOCYIIPECCHBHOM Tepanuu. Y 4NThIBAsI HECXOXKECTb MEXAHU3MOB JeHCTBHS
pasnnunbix alTIOp, npoBoAATCS MONBITKY MEPEKIIIOYEHMS C OHOTO Tpe-
napara Ha Jpyroi B CJLyuae Pe3UCTEHTHOCTH MJIM HENEPEHOCHMOCTH Tpe-
avipywero aTTIOp, npu atom apexTHBHOCT AAHHOMN TAKTUKM, COIIACHO
AAHHBIM JINTEPATY Pbl, AOCTaTOYHO BbIcoKka — ot 50 mo 93 %.

Leas paGotsr. Ouenuts sdpdexTuBHOCTL TPUMEHEHUS aBaTPOMOOMA-
ra Bo Bropoii u nocaenyiowux aunusax repanuu VITI1 y naunentos c pe-
aucrentHoctbio k apyrum alT1Op.

Marepuannt u metopsl. Tepanus aTTIOp na 6aze 'BY3 MMHKI]
um. C.II. Borkuna 6bina nposepena 456 nanuentam ¢ Auar{osom nep-
suunoit VITII, nonyunsmum opny wnn Gonee nunuit nevenus. s nux
11 nanueHTOB B CBASHM C NEPBUYHON PE3UCTEHTHOCTBIO K MPEAbLAYLIMM
aTTIOp (pomunmoctum u/mnn snrpombonar) uamM B Cilydyae MOTEPU OT-
BeTa repexyoYMan Ha aparpombonar. o HasHaueHMs npenapara TONbKO
1 (9%) Gonbhoit monyuan sarpombonar, octaasubie 10 (91%) — oba mpe-
napara, T.e. B 9TOl rpyrme aBarpombonar Obl1 TpeThell JUHUel Tepanuu
aTTlOp. o aTIlOp nauuenrtam 6oi10 nposeseno ot 2 mo 9 nuuwmii se-
uenus, 3 (27%) nauuenram ocyluectsieHa cruleHakTomusi. Menuana
BpEMeHM C MOMEeHTa AMATHOCTUKM 3aboneBaHMs [0 Havaja JedeHus
asarpombonarom — 27 (12-730) mecsiues, meanana Bospacra GONbHBIX

nepen repanueit — 48 (29-78) ner. Menuana nauTenbHOCTH TPUMEHEHUS
asarpombonara — 20 (1-56) nenen.

Peayanbratel u obcysaenne. TpombGonuTapHblii OTBeT Ha Pa3HBIX
cpokax tepanuu (or 3 go 12 nepens) b1 gocrurnyr y 9 (81%) Gosb-
HbIX: noaublit Tpombouurapusiii orser (I1O) nonyuen y 5 (45%) na-
uuentos, yactnuubiiit (HO) — y 2 (18%), munumansusit (MO) — y 2
(18%). Pesynbrarbl seuenus aBarpombomarom npeicTaBieHbl Ha pH-
cynxe. Tepanuio npexparuiau B CBS3M ¢ NEPBUYHON PE3UCTEHTHOCTBIO
v 2 (18%) nanuentos, B cBasu ¢ norepeii orsera — y 1 (9%), dpaykry-
anueit rpombouuros — y 1 (9%). Hesxenarenvnoe sisnenue passuiocs
tonbko y 1 (9%) nauuenta (asnepruueckas kpanusnuua 1 cr. tsoxecry,
KyNUpOBaHHAsE IPUMEHEHWEM CHMITOMATUYECKON aHTUIMCTaMHHHON
Tepanun).

3akutouenne. [Ipumenenue aBarpombonara y nanuenros ¢ UTIT pe-
MOHCTPHUPYET BbICOKYI0 3 PeKTUBHOCTD, B TOM YHCJIe Y HallMUeHTOB, MOy~
umBmux 4 u Goslee TUHUIL Tepanuy, a Tak ke BO3ZMOXHOCTb JOCTUKEHUSI
nosnuoro TO npu nepexitouennnu ¢ ognoro al[1Op na anprepHaTuBHBIA.

Puc. Pacnpegenenune tpombountapHoro oteeta
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JTUHAMMKA U3MEHEHMS MCK BOJIbHBIX OCTPEIMU JIEVKO3AMU B TEUEHUE 3ABOJIEBAHUS

'®DrBY «HMULL rematonormns Munsapasa Poceuu; 2OTBOY BIMO «Poccuiickuit yuusepentet meamumnb> Munaapasa Poccum

Beenenne. Ilpu ocrprix neiixosax (OJI) nopmasnbHoe paBHOBec-
HOe KpOBETBOpPEHHME M a/eKBATHbIi MMMYHHBIA OTBET NPAKTHUYECKU
OTCYTCTBYeT M IO MEpE JIeYEHHUs! MOJHOCTbI0 HE BOCCTAHABJIMBAETCH.
Hapywatorcs QyHKUMM CTPOMAJLHOIO MUKPOOKPY’KEHUsl KOCTHOIO
MO3ra M HUII [JI5l CTBOJIOBBIX KPOBETBOPHBIX KaeToK. OMH N3 OCHOBHBIX
KOMMOHEHTOB HMIIM, 0becreYnBaloMX HOPMAIbHOEe KPOBETBOPEHUE, —
MyJIBTUIIOTEHTHbIE Me3eHXnMHble crpomasbhble kiaerku (IMCK).

Ieasr paGorsir. IIpoananusuposars yHKIMOHANbHBIE U3MEHeHUs
MCK 6onbubix OJI B nebrore 3ab01eBaHMs 1 110 Mepe JICUEHUSL.

Marepuansr u meroppt. MCK Bbizenanm craHgapTHeiM MeTOLOM
U3 KOCTHOrO MO3ra MalMeHTOB, MOJYy4YEHHOrO BO BPEMS JMArHOCTHYECKUX
MyHKLUIA ocJie noanucanus nHoOpMUPOBaHHOrO coracus. B ananns 6sutn
sruoyensl MCK us kocTHoro mosra nauuenTos B aebrore 3aboneBanus, B pe-
muccny, no u nocie amio-1T'CK. B kauecrse xoHTposst mcnosbzosancs
MCK n3 xocTHOro mosra 3HOpOBBIX AOHOPOB. AHAJIUSMPOBAIN JUHAMUKY
pocta MCK, ux nposnundepaTnpHblii noteHIMan B KyJbType U MaTTePH 3KC-
HPEeCCUU TeHOB, YYaCTBYIOIIUX B KPOBETBOPEHUH, Ha |-M maccae ¢ nomo-
wpio [TLIP B peasnbnom Bpemenu. Bee nannble npeacrasiens B Tabauie.

Tabnnua. Ounamuka namerenns MCK 13 koctHoro mosra 6onbHbix OJ1 no mepe nevetus

Pesyabrarer u chy)K/:(e}me. Cnocobnocts k pocty MCK naunenros
CHMJIBHO CHHMKEHa: BO-TIepPBbIX, HEe U3 BCeX 00pasloB KOCTHOIO MO3ra yia-
ercst noayuuts KynsTypbl MCK; Bo-BTOpBIX, B Tex 0Opasuax, B KOTOpbIX
HOJLyYeH POCT, CHUeHA CyMMapHasl KJIeTOUHas MPOAYKLMS, 0COOEHHO
soipakenHo nocie awno-IT'CK; B-tpersux, yBenmueno spemst mo mo-
ctmxenus koudmoentHocTu nocae nocaaku (spems no P0), uto, ckopee
BCcero, cBasaHo co cHukennem kouuentpaunn MCK B koctHOM Moare.
[Ipu arom Bpems yasoenus nonynsuun (PDL) npakruuecku ne name-
HEHO, TO €CTb HET HAPYIIEHUI MUTOTHYeCKOro nukia. Ilocie neuenus
KOMIEHCATOPHO BO3PACTAET IKCIPECCUs TeHa OCHOBHOTO POCTOBOTO dak-
topa MCK — FGF2. Opgnako akcnpeccrs reHOB €ro peLentTopos He uame-
HsleTCsl U BOCCTaHOBJIeHUs: poctoBbix xapakrepuctuk MCK ne na6mopa-
ercst. B ne6iore sabosneanusi 8 MCK GobHBIX CHMYKEH OTHOCHTEIbHBIN
ypOBeHb aKcrpeccun rena daxtopa pocta cocymos — VEGE, mo mepe
JleueHus OH BoccTaHasausaercs, a nocie anio-11'CK npesbiaer snaue-
HMS TAKOBOI'O B KJIETKAX 3J0POBBIX JOHOPOB, YTO TaK)KE MOXKET HOCUTb
KOMIIEHCATOPHBIA XxapaxTep. Okcmpeccus reHa remokcurenasst (HOI)
nosbllaercs B AebroTe 3a60JeBaHMS, CHUIKAETCS B PEMUCCUU U OCTAETCS
CHVDKEHHOI Ha Beex cpokax nocute anao-1'CK.
OToT 6EeNIOK — OAUH U3 OCHOBHBIX AHTUOKCU-

n [ToHopi [e6iot Pemuccus Lo anno-TICK Mocne anno-TICK, mec. IAHTOB B KJIETKE, CHUIKEHHWE IKCIPECCHUU €ro
Ki TENb
crazare (N=307) (N=178) (N=91) (N=130) +1(N=51) | +2(N=25) | +3(N=33) | +6(N=33) reHa CBHU/ETEJbCTBYET O HAPYLIEHWU aJanTa-
MCK 2-7i nac, 106 | 10,2+0,41 | 8,27+0,78 | 844079 | 902077 | 6,61+101 | 639+1,67 | 6,47+1,38 | 6,59+1,01 uuun MCK « erpeccy. Camkaercs axcnpeccus
Her pocra, 0 39 (22%) 19 (21%) 17 (13%) 23 (45%) 12 (48%) 19 (58%) 10 (30%) NQOI — ¢epmenta, npefOXpaHSIOLIETO KJIET-
N (%} KM OT OKUCJIUTEJbHOTIO CTpecca. SKCHpeCCI/IH
Bpemago PO, pn | 13,7£017 | 15832042 | 149044 | 14974045 | 194£1,12 | 15882092 | 1768114 | 193216 HIFIA u LDHA cnmxena B nebiore u pemuc-
Bpemsao P3, | 26,2:0,3 | 33,51£078 | 29,89£0,59 | 3004076 | 3692£1,69 | 303+215 | 36+194 | 33,68%1,49 cum sabonesanmsi. Takum 0bpasom, naspobroe,
PDL 74+0,16 | 695021 | 704+031 | 721£0,19 6,69+0,4 | 572+075 | 728138 | 6,7+0,48 u anaopobnoe apixanue yruereno. Hecmorps
OrtHocuenbHbIi yposeHb skcnpeccun reHos 8 MCK Ha TO 4TO HHUKaKHe (byHKHHH CTPOMAJIbHbBIX
NFE2L2 218+0,18 | 2,19+0,32 | 1,83+0,20 | 3,05+0,23 | 3,06+0,34 | 3,65£0,54 | 2,44+0,32 | 3,36+0,69 KJIETOK He BHITANAIOT MOJHOCTBIO, NX CHIOCO6-
NQOI 3,42+0,41 | 1,64£026 | 121023 | 2,83%0,27 | 2,89£054 | 337+124 | 253:07 | 193£0,37 HOCTB MOAAEPIKMBATL KPOBETBOPEHUE COXPpa-
HOI 757152 | 868£170 | 5324133 | 498058 | 503087 | 3,68+1,59 | 534£259 | 43212 HAETCH, HO CHIDKEHA 1 HE BOCCTAHABIMBACTCA
Gelc 32028 | 754355 | 306£075 | 385:029 | 543£08] | 625:1,62 | 45509 | 498+1,17 B Hpé’uecce Tepa“mé .
aAKJII4YeHUue. OBOK ocC’ 3MeHe
HIFIA 1,57£0,12 | 093010 | 135025 | 1842027 | 215098 | 24806 | 132034 | 127043 POIYIIHOCTD M3MEHEHIH
B MCK cBunerenbctByer 0 TOM, 94TO MOJHOrO
LDHA 3,41£026 | 2,77+0,40 | 187+0,37 | 318%033 | 3,0%065 | 389077 | 33084 | 291081
BOCCTAHOBJIECHU S XapElKTepI/ICTI/IK ITUX CTpO-
PDGFRA 2,52+0,21 | 1,76+0,31 | 201£024 | 203%0,15 | 20%026 | 226035 | 179026 | 29%05
MAJIbHBIX KJIETOK HeE€ HpOI/ICXOlII/IT HU 110 [O0-
PDGFRB 0,44+0,03 | 046006 | 053+007 | 05%004 | 0,68%015 | 0,45%0,1 | 0,44%009 | 0,4+0,06
cTvokeHun pemuccnu, Hu nocse asao-1T'CK.
FGF2 3,4240,42 | 3,33%0,59 | 3,67£026 | 6,6+0,53 | 11,97£2,61 | 12,19+4,41 | 825+124 | 1536+3,78 b . MCK
oJiee Toro, HeKOTOpre CcBOUCTBA IocJje
FGFRI 0,7140,05 | 0,53+0,04 | 090+0,24 | 063+0,04 | 087021 | 08602 | 116039 | 116%0,25 an10-TTCK c1pafaior elie cutbHee, ymeHbLas
FGFR2 129£0,08 | 1,87+0,34 | 1,44£021 | 1,28+013 | 1,05£022 | 1,31£0,49 | 1,38+0,51 | 2,49+0,68 3AIIAC MPOTHOCTH KPOBETBOPHON CHCTEMBI, e-
ANGI 2614037 | 114+025 | 112£0,35 | 223025 | 2,01£0,40 | 1,59+0,58 | 171+044 | 3,2%1,05 JIa51 € UYBCTBUTEINBHEE K CTPECCOBHM BO3TEH-
VEGFA 2,58+0,25 | 134013 | 1,87%034 | 191%012 | 218032 | 24905 | 316082 | 327+0,43 CTBHSIM.

Merpoeckum A.10., 3opetrko B.1O., MonsHckas T.1O., Kapnoe E.E., Capeikoea H.B., Tono6okos A.B., Camnues M.C., Koponesa A A,
Muwnn IB., Kum A.IO., Paxaesa M.Y.

OIIBIT SQHAOITPOTE3MPOBAHUE ITJIEYEBOT'O 1 JIOKTEBOTI'O CYCTABOB Y BOJIbHBIX C TEMO®UINEN
DreY «<HMUL rematonorums Munsgpasa Poccum

Brenenue. Passurue remodunnueckoii apTponaTuy 0 HACTOSIIETO
BpeMeHU OCTaeTcsl cepbe3Hoit npobsemoit. OCHOBHBIMYU NpPOSIBIEHUSMU
reMo(p UMM SIBASIIOTCS KPOBOUBJIMSIHUSI B KPYIHBIE CyCTaBbl, KOTOpbIE
cocrasnsior 92% Beex ciyuaes kpoBoTeueHuil y 6onbHbIX remoduineil.
B GosbumHCTBE ciiyvaeB OHM BOBHUKAIOT y GOJIBHBIX TSKEJOM U cpejiHe-
TSKEJION d)opmof/’l FeMO(i)I/UIVlVl npu HECOOJIIOIEHNN aJeKBATHOM npotim-
JIAKTUYECKON Teparnuu.

Iens paGorsr. Duponporesuposanue spisiercs s(pQeKTUBHBIM Me-
TOMOM JleueHus] TeMOpUIMIECKOH ApTPOTNATUM TePMUHAJIBHON CTafuu
Y B3POCJIBIX MALMEHTOB. B nnTeparype npeacrasieHsl MHOrOUNCIEHHbIE
RaHHble 06 dHONpPOTE3UpOoBaHUMN y GoabHbix remoduiueit. Oxnaxo Bee
MCCIIe/IOBAHM A BKJIIOYAIOT HEBOIbIIOE KOMYeCTBO 6OMbHBIX remoduamei.

Marepuanbt u meroant. B ananus skmouenst 40 nauuenrtos c ycra-
HOBJEHHBIM AuarHosom remodpuaus A u remodpuaus B. Meauana

Bospacra cocrasuna 36,6 (19-54) roma. Ilpeacrasnen ombir 40
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suponporesupoBanuil (33 nepsuunbix, 7 pesusnonnbix) y 40 GonpHbIx
(y 36 — remoduausa A, y 4 — remodunus B) B Bospacte or 18 no 54
aet. Y 90% GoabHBIX MMeINCh MONOKUTEIbHbIe aHTUTe A K renaruty C.
Boinonneno 25 sHponpoTe3npoBaHuil IIeYeBBIX CyCTaBoB, 15 — sokTe-
BbIX CcycTaBoB. CpemHss MpOLOIKUTEIBHOCTD «BBI)KMBAEMOCTH» SHMO-
nporesos cocrausa § jer (ot 4 mecsaues no 15 ner). YV 2,8% Goabubix
noTpeboBasoCh peBUBHOHHOE SHAONPOTE3UpoBanye, U3 Hux y 5,6% ycra-
HOBJIEHA AaceNTUYecKas HecTabUIbHOCTb KOMIIOHEHTOB OHIONPOTE3a,
vy 2% — ray6okas undexus. Tpancdysnnu KOMIOHEHTOB KPOBH He TO-
Ha1o0bMIMCh HU OfHOMY nauueHTy. B nocieonepannontnom nepuoge npo-
BOJMJIACH TeMOCTATUYeCKAsl TepaIus mpernapaTamu rbaKTopa VIII 1N IX
CoOTBeTCTBEHHO 3abonesanuio, antubnoTukonpoduraktura. Hecmorps
Ha TIOBBIIIEHHbIE PUCKM PA3BUTHUS OCTOMHEHUH Y GOMBHBIX TeModune,
SH/IOTPOTE3UPOBAHUE SBJSETCS EAMHCTBEHHBIM 2P PeKTUBHBIM METOAOM
B JleUeHUU TePMUHAJIbHON cTaguu aprponarun. Y 6onbHbix remoduaueii



HeobxoaM MHAMBUAYAJIU3UPOBAHHBIM OAXOM B obecreyeHIN remocTasa
u npodmnawrnqecrcoﬁ aHTI/IGaRTepManLHoﬁ Tepanuu.

Pe3yJII:TaTI)I u 06cy)1<1.1enne. Onnaxo MTPOBOAUTH 3HAOMPOTE3UPOBA-
HUe OOJBHBIM remocbmmeﬁ HeobXonuMmMo B CrenMaau3upoBaHHOM yupe-
JKJIEHUM TPU HAJMYMUU OMBbITA JIEYEHUs TaKUX MallMeHTOB. Boanee Toro,
NpU BBICOKOM PUCKE Pa3BUTHUS OCJIOKHEHUN IPU 9HJONPOTE3UPOBAHUU
y GOJIBHBIX reMQd)I/mHeI‘/’I Heobxomum MHAUMBUAYAJIU3UPOBAHHBIN MOIXO/

MPUNOXEHME 1

B obecrieyeHUM remocTasa M NpoUIAKTUUECKOH aHTUOAKTEPUATbHOM
Tepanuu BO BPEeMsi Ollepaluy U B II0CJIe0NepaluOHHOM Iepuoe.
3akmouenne. HecmoTpst Ha HOBbIIIEHHBIE PUCKY PA3BUTUS OCJIONK-
HEHUii IpM dHAOMPOTE3UPOBAHUH y GONBHBIX TeMOdUINeH, AHHDBIH THIT
OmMepanuu SIBASETCS efANHCTBEHHBIM 3(QeKTUBHBIM MeTOfOM JedeHuUs
TePMUHABHON CTa/MK apTPONATUH C BOCCTaHOBJIeHUeM (yHKIMH Mopa-
JKEHHOM KOHEUYHOCTH U CHUIKEHUS TSKeJIOM MHBAJIMIN3alNH TaIlIeHTOB.

Muuyruna A.A., Kyssmuna J1.A.', Bacunbesa B.A.', Koponeea O.M.!, Mokposckas O.C.!, Oecanuukoea J1.C.!, Yabaesa IO.A,
Kynukoe C.M.!, Tansueea U.B.!, KoxHo A.B."2, Maposununukosa E.H."?

OLEHKA OOOEKTUBHOCTU Y1 BESOITACHOCTH TEPAITMY CEJTEKTUBHBIMU MHTMBUTOPAMMU BCL-2 B KOMBUHALIUI
C TUITOMETHJIVIPY FOILIUMM ITPETIAPATAMU ¥ IIAIIMEHTOB C OCTPRIMY MUEJIOMTHBIMU JIEMKO3AMU
N MUEJOIUCIITACTUYECKM CUHAPOMOM ITOCJIE TPAHCIITAHTAITAN AJIJIOTEHHBIX TEMOIIO9TYECKHNX CTBOJIOBLIX KJIETOK

'DrBY «<HMULU rematonorm» Munsapasa Poceuu; 2OTBOY BIMO «Poccuiickuit yrusepcuter meamumib> Munaapasa Poccum

Beepenne. TpchnnaHTauMﬂ QJIJIOTEHHBIX I'€MOMOdTUYECKUX CTBOJIO-
Boix kjetok (anno-TT'CK) asnsercs paxubim 9TanoMm Tepanuu /14 nanueH-
TOB C OCTPBIM MHUEJIONTHBIM JIEKO30M (OMUJI) u muenoaucnaacTUueCKUM

Puc. 1. Obwas seixneaemocts (OB) y 6onbeix ¢ OMJT u MIC nocne anno-
TICK Ha doHe Tepanuu cenekTuBHBIMM MHIMBUTOpPaAMK Bcl-2 B komBuHaLmK
C TMMOMETUANPYIOLMMHU NPENapaTamu

Puc. 2. BepostHocTb 6e3peumnansroit Boxnsaemoctu (BPB) y GonbHbix ¢ OMJT
u MIOC nocne anno-TICK Ha doHe Tepanuu cenekTUBHBIMU UHIMBUTOPAMM
Bcl-2 B KoMBMHALMM € rUNOMETURKPYIOLLMMM NPENAPATAMM

cunppomom (M/IC). Opnaxo npumepno y 50% mnanuenros ¢ OMJI
U3 TPYHIIbI BLICOKOTO PUCKa B MOCTTPAHCIUIAHTALMOHHOM IEPUOAE Pas-
BUBAIOTCS peluauBbl 3aboneBanus. [lpu nposeneHy NpOTUBOPELUUB-
Hoit Tepanuu nocue anno-TT'CK sepostHocTb 061eit BbIKMBaeMOCTH CO-
crasasier 10-20%. Takum ob6pazom, peruaus 3abojeBanust B HACTOSIIIEE
BpeMS SIBJISIeTCs. OAHON M3 OCHOBHBIX IPUYMH HEyAauu JIedeHUs y Ianu-
entos ¢ OMJI u M/IC, koropbim 6biaa soinosnena aano-TT'CK. B nacro-
slee BpeMs aKTMBHO M3y4YaeTcsl BOIPOC O HEOOXOAMMOCTH MpPOBeeHUs
Kak nogjepykusaioweii repanuu y nauuentos 8 MOB-neratusnom craty-
ce nocsie anno-TT'CK, tak u npesenTtusHol Tepanuu npu obHapysxeHuu
MUHMMAJbHON OCTATOYHON GOJIE3HM, & TaK’Ke ONpenessoTcs Haubosee
paronanbhbie 1 9hPeKTUBHBIE CXeMBl TEPATTUH [JIS CHUKEHHS PUCKA
peunausa y nauuenros ¢ OMJI u MJIC, umerommx He6naroanﬂTHbe/’1
npornos noc.e awuto-TTCK.

Ieas paborer. Ouenuts s ek TMBHOCTD 1 6e30NaACHOCTb MOALEPK -
Barolleil U MPeBEeHTUBHOMN Tepanuu KOMOMHA el CeJIeKTUBHBIX MHIUOU-
topos Bcl-2 ¢ runomernnupyiomumn npenaparamu y naunentos ¢ M/IC
n OMJI us rpynnst Beicokoro pucka noc.te awuto-1TCK.

Marepuansr nu meToasl. B uccienosanue BKiIOUEHO 36 MAMEHTOB,
kotopbim Obr1a Beinoanena aano-TT'CK: 31 naument ¢ OMJI u narsb na-
uuenrtos ¢ M/IC. Xapakrepucruka nanueHToB npeacrasieHa B Tabaure.
Cxema rtepanuu Brutouana Bel-2-unruburop (seneroxnaxe 200 mr/cyr)
¢ 1 mo 5 menp Kypca B coueTaHMH C IMIOMETHIMPYIOLIMM IIPENAPATOM
(asanmmunun 32 mr/m® unu penmrabun 10 mr/m?) ¢ 1 mo 3 nemn xypca.
JleBsTH maleHTaM JOTOJIHUTENBHO ObLIM BbIMONHeHbl 1—2 Tpancdysuu
aumdounuros gonopa (TJII).

Peaynbrarst u 06cyxaenne. K momenty ananusa sxusst 32 nanuenra.
Peuupnsbl 3abosesanus koncTaTupoBaubl y yetsipex nanuentos ¢ OMJI:

Tabnuua. XapakTepuctuka naumentos (n = 36)

MNapametp | 3Havenune
Mon, n
Myxckoi 8
KeHckuit 28
Bospacr, ner
Meguana (amanason) 48 (21-66)
[Ouarkos, n
OoMN 31
mac 5
Craana OMJT wa moment TICK, n
Mepsas nonHas pemuccms 21
Bropas nontas pemuccus 10
MOB-craryc go anno-TICK, n
MOB-no3nTHBHbIA 15
MOB-HeratueHbii 16
MOB-craryc nocne anno-TrCK, n
MOB-no3uTuBHbIA 7
MOB-HeratusHbii 24
Bpems ot anno-TICK go Havana tepanuu, axei
MeguaHa (amanason) | 98,5 (34-264)
Konuuectso kypcos Tepanum
MegauaHa (ananasox) | 5(1-1)
LlnutensHocTb HabniogeHms, AHek
Meanana {auanazon) | 196 (20-675)
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MeaMaHa BpeMeHU 1o peuuausa sabosesanus nocie aniao-TT'CK cocrasu-
na 125 nueit (or 84 no 219 pueit), nocse navana xypcos — 60 nueit (or 38
no 106 pueit). [pa nauuenra norubau ot nHpEKIMOHHBIX OCAOKHEHUI.
[Mocae navana nopaepruBaiouieil Tepanuy He OBIIO OTMEUEHO CILydaes
ocrpoit PTITX II-IV crenenn. Xpounueckas PTIIX passunacs y 5 nanu-
€HTOB; BepoATHOCTDb passurtus xporudeckoit PTIIX yepes 12 mecsues no-
cre anno-TT'CK cocrasmna 26%. I'emaronoruyeckas Toxkcuuanocts 11-1V
crenenu sadukcuposana y 4 nanuentos. Beposrnocts GeapennansHoit

Puc. 3. Bepostroctb peunansa y 6onsbix ¢ OMJT u MIAC nocne anno-TICK
Ha boHe Tepanuu cenekTUBHbIMM MHIMBUTOpamu Bcl-2 B kom6buHaLmK ¢ runo-
METUIIMPYIOLLUMM NPEnapaTamu

BoDKMBaemocty yepes 12 mecaues nocie anno-TT'CK cocrasuna 79%, se-
posttHocTb penuansa — 14%.

3axmrouenne. [lpenBapurenbHble pesynbTaThl MCCI€LOBAHUS Je-
moHcTpupyior addexTuBHOCT, U Tpuemiemblii mpodunb Gesomac-
HOCTH TNOJJEP)KMUBAIOLIEN M NPEBEHTUBHOW Tepamnuu CeJeKTUBHBIMU
unruburopamu Bel-2 B xombunauuu ¢ runomerunupyomumu npena-
paramu y nauuentos ¢ MJIC u OMJI us rpynnsr Beicokoro pucka mo-

cne anno-TI'CK.

Puc. 4. Bepostrocts xpPTMX y 6onbHbix ¢ OMJT u MAC nocne anno-TICK
Ha dboHe Tepanumu cenekTUBHBIMM MHTMBMTOPamMK Bcl-2 B kombuHaumMK ¢ runo-
METUAUPYIOLLUMHU NPENapaTamu

Mnatonosa E.1O.!, Cokonos B.A.", Cennuknna [I.A.', Tanonenko U.H.!, Epmonaesa A.A", Kontesa O.C.}, Metyxoea H.B.!, Typees M.A .2,
LWaporko B.B.!, Cemeror K.H.!, Mopozoe O.B.", lOkuua I10.!, Lisetkos H.IO.!, Lakuposa A.N.', Jlennk K.B.!, Moncees N.C.

PA3PABOTKA 1 JOKIMHNYECKUE NCCJIEJOBAHMA HOBOI'O TAPTETHOTI'O MHTUBMTOPA UMMYHHBIX KOHTPOJIbHBIX TOYEK
ITPOTUB OCTPOI'O MUEJOUIHOT'O JEMKO3A 1 MUEJOAUCIITIACTUYECKOT'O CUHAPOMA

'®OrBY BO «Mepsbit Carkt-TNeTepbyprekuil rocyaapcTseH bt MEAULMHCKMI yHUBEpCUTET umern akagemuka VI Masnoso» Munsapasa Poceun, HAM AOTUT um. PM. Top6auesoit;
’HIY B3, Cankr-lNetepbypr

Puc. 1. MHrubuposarme skcnpeccuu KOHTPONbHBIX UMMYHHBIX TOYEK COefuHe-
Huem PU-001 (200 mkM). laHHbIe NpPeACcTaBieHbl KAK CPeAHNE 3HAYEHMUS LOMM
MHIMBMPOBAHMS OT KOHTPONS
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Beenenne. [lepcnexrtusnoil Tepanesruueckoil crparterneil npu mueso-
aucractnaeckom cunapome (MJIC) ¢ Boicoknm pruckom nepexona B oCTpblLit
muenouanstii neiikos (OMJI) asnsercs uurnbuposanue GeKOB HMMYHHbIX
xourpossbix touek (MIKT), runmepokcnpeccupoBaHHBIX Ha OIMyXOmeBBIX
KJIEeTKax. ]’1 1)[‘[/'(7 CKPV[HV[HF BHyTleK.ﬂeTOquIX CUTHAJIBHBIX l_lyTel;’I, per‘y-
JIMPYOLIUX IIOBEPXHOCTHYIO OKCIPECCHUI0 MMMYHHbBIX YEKIIOMHTOB, MIEH-
tudunuposan Akt-nporenHkuHa3y B KauecTBe MOTEHLMATLHON MUIIEHU
nas bapmakomoruueckoro Boaseiicteus. B pamkax paspaboTku HOBBIX Ma-
JBIX MOJIEKYJI, HAMpaBJeHHbIX Ha nHrubuposanue Akt u obnagaroumx an-
tu-IIKT-akTuBHOCTBIO, GBLII0 MOy ueHo mupaepHoe coepunenne PU-001.

Leas paborsr. Vccnenosanue Guosnoruveckoil akTUBHOCTH COE/U-
nenus PU-00], Bkrouas oneHKy €ro iMTOTOKCMYHOCTH, CEJEKTUBHOCTH,
CMOCOBGHOCTH MHTUOMPOBATh NOBEPXHOCTHYI0 sKcripeccuio beakos VKT,
a Taxoxe oueHKy apMakofMHAMUIECKONH aKTUBHOCTH (12 ViVo.

Marepuanst m merompl. Lluroroxcmuanocts PU-001 onenmsann
na muansax OMJI (THP-1, Mono-Mac-1, KG-1) nyTem aBoiinoro oxpammn-
sanus annexcunom V u DRAQY. Cenexrusnocts Boapeiictsus na Akt-
3aBUCHMBle IIyTH aHAJIM3UPOBAIN MeTOAaMU UMMyHobmoTTuHra 1 VIDA
na sunusix OMJI u nepudepuueckux MOHOHyKJIeapax 3A0POBBIX AOHO-
pos. Ilosepxnocruyto sxcnpeccuto UKT B nunuax OMJI u obpasnax
koctHoro mosra nauuentos ¢ MJIC onpenensan meTonom nmpoTouHOi
nuromerpun. JdexTuBHOCTb 1 vivo nccneposanu B moaean NSG-M3
c sBefiennem monudepasnoit THP-1 u nonopckux mononykeapos, oue-
nuBas addext rucronoruvecku. CraTUcTHUECKMIT aHATU3 TPOBOAMIM
kputeprem Manna — Yuruu npu p < 0,05.

Peayabraret u o6cyxpenne. PU-001 npossBun orpanuuennyio
[0303aBUCHUMYI0 LIUTOTOKCUYHOCTb BO BCEX HMCCJEAOBAHHBIX JIMHHSIX



OMIJI (n = 3). ITpn 100 mxM pons annexkcun V' kj1eTok yBenn4muBaaach
na 5,8 = 7,46% (THP-1), 7,5 + 2,52% (Mono-Mac-1) u 2,3 = 3,75% (KG-1);
npu 200 mxM — na 16,0 = 6, 30,6 + 3,35 u 10,7 = 6,92%. Tax>ke coepnne-
HYe [IPOAEMOHCTPUPOBAJIO CBOHCTBA CEJIeKTUBHOIO
unruburopa Akt: no nannsim VDA ono cuusxano
kuHasHyw aktuBHoctb Akt Ha 67-73% B nuHMAX
OMJ], a no manHbIM MMMyHObJIOTTMHIa M30Mpa-
TeabHo mnopasasiio (ocdopunuposanue kiroue-
Boix mumeneit pFOXO3 (84%) u pGSK-B (35%)
B nepudepuuecKUX MOHOHYKJEApaX 3A0POBbIX
nonopos. PU-001 snaunmo ymenbIuas skcnpeccnio
UKT B smunuax OMJL. [lnga TIM-3 (n = 3) nopas-
nenune puxcuposanocs npu 200 pM: 8 THP-1 (p =
0,0294), Mono-Mac-1 (p = 0,0286) u KG-1 (p =
0,0286). das PD-LI (2 = 3) addexr 6b11 snauum
npu 100 u 200 pM 8 THP-1 (p = 0,0286), npu 200
pM B Mono-Mac-1 (p = 0,0286) u na Bcex mosax
(650-200 pM) B KG-1 (p = 0,0286). Ormeuanocs
raxke camxenne CD155, TIGIT, CD200 u VISTA
(puc. 1). BCD45'HLA-DR' knerkax kocTHOro mos-
ra nauuentos ¢ MJIC (2 = 15) coenunenue PU-001
nonasasiio PD-LI npu 100 u 200 mxM (p = 0,040;
p = 0,014), a gna TIM-3 nabmopanacs TengeHumst
npu 200 mxM (p = 0,068). B mogean NSG-M3
npu cpasaennu 03 npenapara 10, 20 u 200 mr/kr
Ne 3 BBISIBJIEHO MMHNMAJIBHOE CHMYKEHHE OILy XOJIe-
BOH MHPUIBTPALIMY MeUeHU U Cee3eHKHU MPH 03e
20 mr/kr, sHauMMBLi TaTOMOPdOIOr1UecK Uil OTBET
B nose 200 mr/kr, orcyrcreue addexra B roze 10

MI/KT (pnc, 1) Hom. YB.100x

MPUNOXEHME 1

3axaouenne. Paspaboran u cunresuposan nosbiit Akt nunruburtop
PU-001 ¢ dpapmakonornueckoit akTUBHOCTBIO (2 vilro v {n ¢ivo B OTHOLIEHUN

OMUJT « M/IC.

Puc. 2. Cenesetka skcnepumentansHbix Mbiteit nuunmn NSG-SGM3. YepHas ctpenka — uHbunbtpaums
onyxonesbiMi knetkamu. benas crpenka — undunstpauns PBMC. Okpacka reMatokCUAMHOM 1 303K-

MopeHok A.B., LLlysaes B.A., @ananeesa H.A.

OOOEKTUBHOCTD MPOGUIAKTUYECKOTO IPUMEHEHUS ABATPOMBOIIATA ITPY XUMUOTEPATIMA-MHIY IIMPOBAHHOM
TPOMBOLIMTOIIEHUEN ¥ TTAITUEHTOB C OHKOJIOTUYECKMMU 3ABOJIEBAHUSAMU

MPHL, ym. AD. Upba — dunmnan PreY «<HMUL pagronormms Munagpasa Poccuu

BBe}IeHHe- XV[MI/IOVIHllyLlVIPOBaHHaﬂ Tp0M60LU/IT01'leHVl9( SABJISIETCSA
4aCTBIM OCJIOXKHEHUEM CHUCTEMHOM IPOTUBOOILYXO0JIEBOH JIeKapCTBEHHOM
Tepanu, NOBbIIIAIIIMM PUCK KPOBOTEUEHUH, & TAK ke CIOCOOCTBYI0INM
YBEJIMYEHHIO JUIMTENBHOCT MEXKYPCOBOIO IIEPHOAA, YTO MOXKET HEra-
TUBHO CKa3bIBAaThCs Ha HeHOCpeLLCTBeHHbIX W OTHAJIEHHBIX OHKOJIOTMYe-
CKUX pe3yJsbTaTax BBU/Y CHUIKEHUS [030BON M BPeMEHHON MHTEHCHBHO-
ctu crnenuduueckoil Tepanuu. ArOHUCTBI PeLENTOPOB TPOoMGONOsTHHA
(TPO-RA) B HacTosLIee BpeMsl pACCMATPUBAIOTCS KAK OAMH U3 MEPCIEK-
TUBHBIX CrIocoboB npocbw.na}c'rnxn CAT, onnako maHHBIE TIO ad;(i)e}('rns-
HOCTM aBarpombonara B pyTUHHON KJIMHNUYECKOH MPAKTUKE ONPaHUYEHBI.

Iens paGorsr. Onenurs knannnveckyo adpdexTnBHOCTb poduIak-
TMYECKOro NpPHUMEHEHUs! aBaTpombonara y MalMeHTOB C XMMUOTEPAIU-
S-UHAYLMPOBAHHOI TPOMOOLUTONEH ET.

Marepuanbt n meroabl. B uccienosanune sriouensr 9 nauuenros,
NOJIy4aBLUIMX MOBTOPHbIE Kypchl Xumuorepanuu. Aparpombonar Ha-
sHavascs npodunaxtudecku B moze 40 mr/cyr. B Teuenuwe 5-10 mmeii.
OrenuBany BbIPa’KeHHOCTb FeMOPPATNYECKOTO CHH/POMa, NOTPe6GHOCTD

B TpancdysusX TPOMOOLMTAPHOrO KOHIIEHTPATA U AJUTENBHOCTb OTCPO-
YeK CJIe/YIOLEro Ky pca XMMUOTEPAIIUN.

Peayabrarst n o6cyxpaenne. Pesynbrarst:

- Hacrora remopparundeckoro cuaapoma cHusauaacs ¢ 55 no 11%.

- [loTpe6rocts B Tpancdysusax TPOMOOLUTOB YMEHBIINIACH C Me/IUA-
Hbl 3 10 2 103.

- laurensHocts oTcpouek xmmmorepanuu cokparuiaack ¢ 11 go 0
HEU.

- Y oTaenbHBIX NaLMEHTOB OTMeYaJscsl KIMHUYECKHM 3HAYUMBLA Ipu-
poct yposhs TpomborTos (o 79x10%m).

3axaouenne. I[lpodunaxruyeckoe npumenenue asarpombonara
CTIOCOBCTBYeT YMEHbLIEHUIO YaCTOThl KPOBOTEUEHUH, CHUYKEHUIO TOTPes-
HoCcTH B TpaHCy3UsSX KOMIOHEHTOB KPOBH, a TaksKe CIOCOGCTBOBAJIO
CBOEBpPEMEHHOMY Hadaly O4epeJHOro Kypca/lIHuKila CUCTEMHOM Tepanum.
[Ipenapar noreHnua bHO 06J1a/1A€T 3HAUMMBIM KJAMHUYECKUM TTOTEH 1A~
JIOM KaK OJJHO M3 CPE/CTB COMPOBOAUTENBHON TEPANINU B APALUTME KOP-
pexuuu TpombonuTONneHU .

Mosnskoea FO.M., Mwennynukosa O.C., Knebarnosa E.E., Tanctan M., Cypun B.J1.

V3YYEHUE CITEKTPA MYTAILIVI B TEHE ADAMTSI3 Y TIAIJMEHTOB C BPOXKJIEHHOM TPOMBOTHUYECKOM
TPOMBOIIMTOITEHUYECKOW ITYPITYPOM (BTTIT) B POCCUU

Prey «<HMULL rematonorum» Munsgpasa Poccum

Beepenue. BTTII — penkoe ayrocomuo-peuneccusHoe 3abosesanue,
serpeyatotneecs ¢ yacroroit <1:1 000 000 uenosek. [ns ero obocrpenus
XapaKTepHbl TPOMOOLMTONEHUsI NOTpebieHus, MUKPOAHTHONATHYeCKas]
remoiuTHYECKass aHeMMs U AUCHYHKLUSI PAa3IUUHBIX OPraHOB U CH-
crem. [Ipuuunoii passutus TTII sasasierca nedunur meranmonporenta-
aot ADAMTSI13, konupyemoit renom ADAMTSI5. I'enernueckas gnaruo-
ctuka nospoasier otnuuuts BT TI1 o npuobperennoit TTII.

Ieas paGorsr. Ycranosuts cnexrp myrauuit rena ADAMTSI5 8 poc-

CHIICKOIA TIOILY SN 6oapubix BTTII.

Marepuansr u meroppt. [{uarnos TTII ycranasnusann Ha ocHoBaHMM
KanHU4Ieckor Kaptuhbl u aktusHoctn ADAMTSI5 B nnasme kposu <10%.
Beero TTII 6bina Beisieaena y 126 naunentos. Ienernueckuti ananus npo-
BezeH 45 neponcrsennbim nanuentam ¢ nopospennem Ha BT TTL. JTIHK sbige-
JISLTM U3 KJIETOK KpoBH (peHos-x10podopmMHbIM MeTOIOM, U Bee 29 5K30HOB
ADAMTSI5 necnenosanu ¢ momorsio cekBennposanus o merony Canrepa.

Peayabrars n 06cysxaenne. 15 venosex npentudunuposano 14 pas-
JIMYHBIX NaTOreHHbIX HapyleHui B rene ADAMTSI, 06yCJ'IaBJII/IBB.IOL[II/IX
passutue BTTII, na — B romosurorHom cocrosnuu (rabnuna). Cpenu
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Hux 2 mytauuu casura pamku cuutbiBanus — p.Cys1067SerfsTer30 (y 3
MalneHToB) 1 p.G]ulSQGArgfsTer6 (y 7 nanuentos), 9 muccenc-myrauuii
(p-Argl060Trp BcTpernnacs y 7 nauueHTOB, BCe OCTAIbHBIE — II0 OfHOMY
pasy), ogna Honcenc myrauus p.Ser447 Ter u gBe myrauuu B 30He crIaii-
cunra — c.414+2T>A n ¢.987+56G>A. Cpeau BbisiBreHHBIX MyTaLuil Tpu
okaszanuch noseimu: p.Asp235Gly, p.Serd447Ter u ¢.824+5C>G. Ananus
in stlico moxazan ux narorennocts. Jdons BTTII cocrasuna 12% or Bcex
cayuaes TTII. [dusa Hosonoruit co cTob HUBKON 4aCTOTON BCTpeyaemo-
cru, kax BTTII, noGasaenue undopmanuu Mo MOMyJISIUOHHBIM CHEK-
TPaM M HOBBIM BaPMAaHTaM Baj>KHO, IOCKOJIbKY [O3BOJISIET JLyYllle OHSTD
narorenes 3abosneanus. OnucaHHbIil CHEKTP NMATOreHHBIX BAPUAHTOB
POCCHICKON MOIYJISIIMY MPEMMYIIECTBEHHO COBIANAET C TAKOBBIM, OIH-
caHHbIM AJst muposoit nonyasiuuu. Bapuanter p.Glul326ArgfsTer6 u p.
Argl060Trp, pacnpocrpanerHble BO MHOIMX €BPONEHCKUX MOILYJISILIUSX,
asisioTest max<opubimu u B Poccun. Bapuant p.Cys1067SerfsTer30, panee
onucannpii gast SInonun n Caynosckoit ApaBuu, BMecTe ¢ €BpPONENHCKH-
MM Ma)kKOpamM COCTaBUJ IPyIIly HauboJiee YaCTO BCTPEYAIOLMXCS aTo-
FeHHBIX BAPMAHTOB B HACTOSILEM UCCIEA0OBaHUU. XOTsl Obl OHA M3 BTUX
MyTaunus BCTPEYanach IPAKTUUECKH y KajXKI0TO MALMEHTa, TOJIbKO OLMH
YeJI0BEK He UMeJ HM OMHOM U3 HuX (Tabnumna).

3akmouenne. Tectuposanne renernueckux usmenenunit B ADAMNTSI5
SIBJISIETCS 3HAYMMBIM AMACHOCTUYECKUM METO/OM, IIOMOralolMM pasrpa-
HUYUTb BPOskAeHHY0 U npuobperennyto ¢popmbt TTII, pasauuaromuecs
noaxosamu k mpoduaakThke u tedenuio. B cuiy Goaburoro pasmepa rena
ADAMTSI5 cexBennposanue no CoHrepy saHUMAaeT JJIMTEIbHOE BpeMSI,

uto kpuTuuHo mpu Heycranosiennoit ¢popme TTIL. Upentuduxauns
KJIIOUEBbIX MyTallMil N03BOJsIeT paspabarbiBaTh GbICTpblE eHeTHYeCKUe
TecThl Ha ocHOBe asuenb-cnenupuueckoit ITIP. Ha ocnosanumn nouy-
YeHHBIX MAAHHBIX paspabarbBaiorcs ammenb-crenuuueckue [1L[P-
cucrembl asis Boissaenus sapuantos p.Argl060Trp, p.Cys1067SerfsTer30
u p.GlulBQGArgfsTerG, 4TO MO3BOJIUT OCyLIecTBaATh fuarHoctuky B TTII
B Te4eHHe OJHOTO JTHS.
Tabnuua. Beisenentsie mytaumn rena ADAMTS13

Mauuent Mon Bospacrt MarorenHbiit Bapuant ADAMTSI3
AD2 M 36 p.Glu1326ArgfsTeré p.Asp235Gly
AD4 X 21 p.Glu1326ArgfsTeré p.Arg1060Trp
AD6-1 M 11 p.Glu1326ArgfsTer6 p.Cys1067SerfsTer30
AD8 X 31 p.Trp387Ser p.Arg1060Trp
AD22 X 23 p.Arg1060Trp p.Arg1060Trp
AD24 M 34 p.Arg116Pro p.Arg1060Trp
AD26 X 30 p.Glu1326ArgfsTer6 p.Glu1326ArgfsTeré
AD31 X 34 p.Arg498Cys p.Arg692Cys
AD34 X 38 p.Glu1326ArgfsTeré p.Ser447Ter
AD38 X 25 p.ser367Cys p.Cys1067SerfsTer30
ADA41 M 18 p.Glu1326ArgfsTer6 c.414+2T>A
AD43 X 21 p-Met249Lys p.Arg1060Trp
AD48 X 34 c.987+5G>A p.Arg1060Trp
AD59 X 20 p.Asp543Tyr p.Arg1060Trp
AD62 X 33 p.Glu1326ArgfsTer6 p.Cys1067SerfsTer30

Moxomapes P.B."2, Yaeeinuak P.B.!, Ceicoera E.l.!, benskoea A.[l.', Tanumoea M.T.!, Yabaesa FO.A.", Kynukos C.M.", Nlykuna E.A!

PE3YJIbTATBI JUIATEJBHOTO ITPUMEHEHMS ITOIEPXKBAIOIIETO PEXKMMA 3AMECTUTEJIBHON ®EPMEHTHOM TEPATIN
BOJIESHU T'OLIE

'DrBY «HMULL rematonormms Munsapasa Poccuu; 2OTBOY BIMO «Poccuiickmit ynusepceuter meamumnb> Munaapasa Poccum

Beepnenne. 3amecrurensuas ¢pepmentnas repanus (3DT) pexombu-
HAHTHOI IVTI0KOLepebpo3na30ii SIBJISIeTCS COBPEMEHHBIM CTAHAAPTOM Jie-
uenus Goseanu Lowe. B Poccuiickoit Menepaunu 3OT nposoaurcs y 295
B3POCJIBIX MAI[MEHTOB C Gosesunio [omre (uro cocraasier 92% GoONBHEIX,
HOJLyYaIOUMX MAaTOFEHETUYECKYIO TEpaIuio), NPU 3TOM J0JS MalMeH-
toB, nonyydaromnx 3DT B nopnepskusaromem peskume, cocrasaser 55%.
K 2025 r. mepmana npomoJKHUTENBHOCTH MOAAEPKMUBAIOLIETO PEXUMA
3DT cocrasuna 8,8 ropa, 4ro onpenesser HEOGXOAUMOCTL OLEHKU OTAA-
JIEHHBIX PE3YJIBTATOB JAHHOTO PEKUMA JIeUeHUSL.

ens paGors. Ouenuts abdexrtusnocts paureasnoit 3T B nox-
AEepI>KMBAIOLLEM pPeXKUMe y NalueHTos ¢ bosesusio [owe.

Marepuansr u meropbl. B ucciegosanue Briroueno 163 Bspoc-
JIBIX TmanueHTa ¢ oosesnpio lome | Thma, mocTUrmmx iesed JiedeHUst
Ha ¢one mpumenenus cranpaprtHoro peskuma 3DT (pexombunantnas

Puc. 1. Ounammka nupekca aktusHoctn Gonesnu lowe Ha poHe nopaepxusa-
towero pexuma 3PT
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rioxonebeposunasa 15-30 Ex/kr x 2 pasa B mecsn) u nepeseseHHbIX
Ha MNOAJEePKUBAIOIIMIA pexxum JjedeHUs! (peKOMOMHAHTHAs IJIOKOLE-
Geposupasa 156-20 En/kr x 1 pas B mecsin) B nepuon ¢ 2015 no 2025 r.
JluHamMuKa OCHOBHBIX MapKepOB aKTUBHOCTHU 3aboseBanHus (KOHLEHTpa-
LU TeMOrIo0UHA, KOJIMYECTBO TPOMOOIIMTOB, pA3Mepbl Cele3eHKH, KOH-
HeHTpalMs TTMKO3UICPUHTO3NHA, UHAEKC aKTUBHOCTH Gonesnu [omre)
OlieHeHa C MOMOLLbIO YCPEAHEHHBIX PErPECCHOHHBIX 3aBUCUMOCTEH C MC-
[TOJIb30BaHEM 0000OIEHHBIX JTUHEHHBIX MOEIel.

PeayabraTel u o0cyxpaenne. Ha momeHT mposeseHus anaausa
y 134 nauuenros (82,3%) paurenvnas 3DT B nognepkusatomem pe-
>kume oneHena kak adpdextusnas. B aToil rpynne nauuentos coxpa-
HSeTCsl CTAOUJIBHBIM 3HAaYeHMe HHIEKCA aKTUBHOCTU OosiesHu lomre
(puc. 1), orcyTcTBYeT TeHAEHIMS K CHUYKEHUIO KOJMYeCTBA Tpombouu-
TOB, yBEJIMYEHUIO PA3MEPOB CeJe3eHKU U MOBBIIIEHUIO KOHLEHTPaLUn

Puc. 2. Ounammka konmnyectsa TpoMboLUTOB Ha hOHE NOAAEPKUBAIOLLETO pe-
xuma 3PT



rIMKo3uacUHIO3UHA, OAHAKO PErUCTPUPYETCs AOCTOBEPHOE CHUKE-
HUe KOHLeHTpauuu remornobuna y myskuun (p = 0,014, crenens chu-
JKEHMSI pacCleHeHa Kak KIMHMYeCKU HedHauumas). lBaguars gesarsb
nauunentos (17,7%) 6bian Bosspauiensl Ha cranaapTHbiil pexum 3DT
B CBSI3U C yBeJMYeHUEM aKTUBHOCTH 3aboseBanus (Mefuana AauTe b=
Hoctu noagepykusatomero pexuma 3OT — 61,4 mec.), uro npossas-
JI0Ch CHU>KEHUEM IHokasareseil remornobuna u rpombonuros (puc. 2),
YBeJIMUYEHNEM PA3MEPOB CeJIe3€HKM M MHAEKCA aKTUBHOCTH 60JesHM
lowe (puc. 1). Boina BeiaBnena nocrosepHast B3anMOCBs3b MeK/y BO3-
pacTom malueHTa B MOMeHT AuarHoctuku Gosesnu Lowe (p = 0,0063)
U BO3PACTOM IALMEHTA IIPYU IE€PEeK/II0YeHNY Ha MOAAEPKUBAIOLUN pe-
skum 3DT ¢ BeposTHOCTHIO BOSBpaTa Ha CTAHAAPTHBIN PEXKUM Tepanuu

Puc. 3. BepostHocTs Bo3spata Ha ctaHaapTHbiit pexum 3PT B saBncumocTy
OT BO3pACTA AMArHoCTMkM 6onesu lowe

MPUNOXEHME 1

(p = 0,0013) (puc. 3, 4), B To Bpems Kak MOKasaTenu remMoriobuHa,
TPOMOOLUTOB, HH/EKCA AKTUBHOCTH 3ab0JieBaHUs U CTeNeHb CIJIEeHO-
Merajiny Ipy NepekJIOUeHNUU Ha TOAAePKUBAIOLIUIL pesKUM He Tpofie-
MOHCTPHMPOBANU AOCTOBEPHOH CBsA3M ¢ 9(PeKTUBHOCTBIO TOCTEAYTO-
el Tepanum.

3axaouenne. 3OT B nopsepsxuBaoLem peskume y B3POCIbIX HalH-
eHTOB ¢ Gosesnblo [oule xapakrepuayeTcst BbICOKOH aeKTUBHOCTDIO,
4TO MpOsABJseTCS cTabunmaalyeil nokasarenei akTMBHOCTH 3aboseBaHust
y moaasasiowmero uncaa naumentos. DaxkrTopamu, accouMMpOBaHHBIMM
C HEJIOCTATOUHBIM OTBeTOM Ha noajepskusatowuii peskum 3OT, apnsiorcs
BoapacT auarHoctuxu Gosesnu [ome <20 ser u Bospact nepekJroueHus
Ha noapepskuBaomuil peskum 3OT <35 ner.

Puc. 4. BepostHocTb Bo3Bpata Ha ctaHaapTHbi pexum 3PT B 3aBucumocTy
OT BO3PACTA NEPEKNIOYEHUS HA NoAAepXHMBatoLMi pexum SPT

Monosa M.O., Akonos A.J1., Muwpa P.M., LWseyoer A.H., Porauesa tO.A., Kongpawoe M.A., Tuxommpona lN.A., Xopowesa MN.K.,
Hukonaee M.1O., 3arpannunos B.[., Kaprabaesa A., lycak A.A., 3y6aposckas J1.C., Kynarun A .

XUPYPITMYECKOE JIEYUEHUE MHBA3VBHBIX MUKO30B JIETKHX ¥ IALIIMEHTOB IIOCJIE AJUIOTEHHONM TPAHCILUIAHTALIAN
T'EMOIIO3TYECKHNX CTBOJIOBBIX KJIETOK

DreY BO «[epabiit CankT-lNeTepbyprekuil rocyfapcTBEHHbIN MEANLMHCKIIA YHBEPCKHTET mern akagemuka VI Masnosa» Munsgpasa Pocenn, HAWM JOMT um. PM. Top6aueson

Beepnenne. OddexTusHocTs 1 6€30M1aCHOCTb XUPY PrUYECKOro Jeue-
HUs MHBa3uBHbIX MUK030B (V1 M) nerkux nocse anoreHHoi TpaHcnaan-
TaLMM reMoNnodTUYecKUX cTB0J0BbIX KieTok (anao-TI'CK) ne onpene-
JleHa, Oy GIMKOBaHbl e AMHUUHbIE CJ1y4an XUPYPruuecKoro JedeHus..

Iens paGorsr. Mbl npeacrasBasiem KpynHeiunii onblT Xupypruye-
ckoro jeuenus VIM nerkux nocse anno-TT'CK.

Tabnuua. Xapaktepuctika peunnmertos anno-1TCK ¢ UM nerkux, koto-
PbIM NPOBEAEHO XMPYPrUYECKOE NIeYeHHE

Marepuanbt u meroasl. [lposesieH peTpoCreKTUBHbBIH aHaau3 pe-
3yJbTaTOB XUpypruuyeckoro Jeuenuss VIM nerkux y penunuenTtos au-
10-TI'CK B nepuon ¢ 2013 mo 2025 r. B nccnenosanue Bxirouensr 12
[NAaLMEHTOB, KOTOPHIM IIPOBeEHO 13 XUpyprudecKux BMELIATENLCTB
NJ1s1 JleueHU s BepoATHBIX U sokasanubix VIM nerkux, netu (1 = 2) u B3poc-
avte (n = 10), my>xunn — 11, ¢ meauanoii sospacra 26 ner (10-64) ¢ ana-
rHO3aMM: XpOHMuYecKue MuesonposaudepatusHble szaboiepanusi — 5
(41,7%), ocTpsriit neiikos — 3 (26%), annactuveckas anemus — 3 (26%)
u mumpoma — 1 (8,3%). Xapaxrepucruka nanuenros, aano-TT'CK, UM
JIETKUX 1 XMPYPruYecKuX BMEIIATe bCTB MpeACTaBeHa B Tabaue.

XapakTepucTUky naumeHTos | n=12 (%)
Tun goropa XapakTepucTuku naunentos n=12(%)
HepoacTeeHHbIi LOHOP, NONHOCTBIO COBMECTUMbIM 2(16,7) AmdotepuumH B £ BoprkoHason, no3akoHazon, M3asyKoHason 7(58,3)
HeponcTaeHHbIi AOHOP, 4OCTUYHAS HECOBMECTMMOCTb 5(41,7) Megauana as tepanun MM po xupypriyeckoro nedenus, aHu 61 (13-526)
PopcTBEHHbIA, NOHOCTBIO COBMECTUMBIX JOHOP 1(8,3) Xupypruyeckoe nevenme
PopcTBeHHbIR, ranNOUAEHTHYHbIA BOHOP 4(33,3) Meaunana ars ot anno-TICK go xupypriyeckoro nedenus, aHu 182 (41-547)
Pexum KORAMUMOHNPOBAHMS Megunana s ot anno-TICK go xupypriseckoro nedenus, A, arn 296 (133-547)
MAC 4(33,3) Meavnana axs ot anno-TICK ao xupyprudeckoro neverns, MMEMA, auu 138 (41-348)
RIC 8(66,7) O6bem xupypruseckoro neseHms
MHBa3MBHbIE MUKO3bI IETKMX THeBMOHIKTOMMS 4
MHBa3nBHbI acneprunnes 5(41,7) TNo63kTomus 6
Myxkopmukos 4(33,3) Kpaesas pesekums 3
Mykopmukos + Msasuerbii acneprunnes 3(25) ATUNUYHAS KPAEBAs pe3ekuus 1
[lBycTOpOHHee nopaxeHme nerkux 6 (50%) Pesekums rpyaHoi knetku 1
Meanana aus passutns UM nocne anno-TICK, atu 96 (21-510) Xupypruseckuii poctyn
Jlexapcreennas repanus MM nerkux TopakoTomms 11
Bopukonason 5(41,7) SHAOCKONUYECKAS BUAEOTOPAKOCKOMMS 2
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PeayasraTer u obGcyxaenne. JddekTHBHOCT XMPYPrudecKOro
neuenuss IM nerkux nocse anno-TI'CK: monneiit orBer Ha Tepanuio
(papukanbHoe xupyprudeckoe seuenue) cocrasua 91,7% (n = 11),
O/IMH MALMEHT C MyKOPMUKO30M ObLJI yCIEUIHO ONEePUPOBaH MOBTOPHO
gepes 250 gHel mocIe MEPBOTo XMPY PruvdeCcKOro JeUeHu s C Lebio yia-
senus sBroporo ouara. Peuuans VIM nocise xupypruveckoro jedenuns
Habaoaacs y ognoro 6onsHoro (8,3%) ¢ MHBa3UBHBIM acHepruIe3oM
gepes 1,6 roga mocsne xupyprudeckoro neuenust. Ha moment xupyp-
ruveckoro gedenus y 15,4% Gonpubix (2 = 2) nabaopanacs HefTpormne-
nust 3—4-it crenenu, rpombonuronenus 4-it crenenu — 61,5% (n = 8).
B xope onepauuun cpennss xposonoreps cocrasuaa 600 ma (0-2600
ma). [Ipopomxurensrocts onepanun Bapsuposana ot 60 no 290 mumn.
(menuana — 175 mun.). B nocneonepanuonunom nepuose y 2 60abHbIX
PasBUJINCH peJKHMe OCJOXKHEHUs: TIMAPOINHEBMOTOPAKC M CHUHAPOM
«yTeuku Bosayxa» — n = 1 (7,7%), smnuema nnesper — n = 1 (7,7%),

onun Goawnoit ymep (7,7%). O6mas BbIKMBAEMOCTh TIAIMEHTOB TOC/Ie
I-ro xupypruueckoro seuenus B reuenue 30 gueit, 12 nepens u 12 me-
csieB cocraBuiaa 83,3, 83,3 u 58,3% coorBercrBenno. B Teuenue roga
nocJjie Xupypruueckoro jgedenus ymepao 5 nanmentos, 4 us nux (80%)
YMepJM OT MPOrpeccupoBaHus OCHOBHOTO 3abonesanus. [Ipu nocaeo-
[epaLuOHHOM TIMCTOJOTMYECKOM W MMKOJIOTMYECKOM MCCJIEL0BaHUU
AMArHO3 OblLI MOATBEpPsKAeH y 7 MAalLMeHTOB, a Takke biaromaps Xu-
PYPrUYECKOMY JIEYEHUIO YAAIOCh YBEIUIUTD SO0 IALMEHTOB C NAEH-
TUPUIMPOBAHHBIMU BO3OYAUTEASIMU 10 BUAA U MOLYUYUTh KyJIBTYpPY
AJIS OIpefiesieHUs] YUyBCTBUTEIbHOCTU K NMPOTUBOrPUOKOBBIM mpemna-
param ¢ 33,3% (4 na 12) no 66,7% (8 us 12), cymmapuo yaanocs ymnyu-
muTh crenedp guarnoctuku 1o 91,7% manmenTos.

3akiiouenne. Xupypruueckoe JeueHne MHBA3UBHBIX MMKO3OB JIer-
KUX sIBJsIeTCs 9 PeKTUBHBIM U Ge30MacHbIM BADMAHTOM JIeUeHUsl y ocJie
aJIUTOTEHHOH TPAHCIIJIAHTAIMHU FEMOTIOdTUIECKUX CTBOTOBBIX KJIETOK.

Mpotononoea O.B., Moukun H.E., Capxesckuin B.O., flemuta E.A., MenbHuuerko B.4., Boratsipes B.C., Camoiinosa A.A., Mamegosa A.A.,
Pykaeuubin A.A., Bannukosa A.E., CmupHosa E.T., LLlopoxos H.C., Tyaesa A.O., Netyxoea A.Tl.

OO®OEKTUBHOCTD BEICOKOIO3HOM XMMUOTEPATIMU C TPAHCIIIAHTAIIME AYTOJIOTMYHBIX KPOBETBOPHBIX CTBOJIOBBIX
KJIETOK ITOCJIE AHTH-PD-1 B 3-I1 Ml [IOCJEAYIOIIEN IMHUAN [TPU PELIAIMBAX Y PEOPAKTEPHOM TEYEHUU JTMMOOMBI XOKKINHA

PreyY «HMXLL um. H M. Muporosa» Munsgpasa Poccun

Puc. 1. Beixnsaemocts 6e3 nporpeccuposanus naumneHtos ¢ p/p kJ1X, nonyume-
wmx BXT + ayTo-TKCK nocne antn-PD-1 & 3-i1 u nocneaytoweit nunum (n = 90)

Puc. 2. O6was sbixmusaemocTs naunentos ¢ p/p kJ1X, nonyunewmx BXT + ayTo-
TKCK nocne antn-PD-1 & 3-i v nocneaytowert nunnm (n = 90)
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Beenenune. Bricoxonosnast xumuorepanus ¢ ayTOJIOTMYHON TPaHC-
mnanranueii kpoBerBopHbix cTBosoBbIX KiaeTok (BXT + ayro-TKCK)
SIBJSIETCSI CTAHAAPTOM JOJITOCPOYHOM KOHCONMAALMM OTBETA Y Mal(MeH-
TOB C peluAnBamMu u peppaKkTepPHBIM TeUEHHEM KJIacCHUeCKOH aumpombl
Xomxkuna (p/p kJIX). Knaccnueckuit mopxon, orparennsiii B poccuii-
CKUX KJIMHUYECKUX PEKOMEHNALMSX, NPEAYCMATPUBAET UCIONb30BAHIE
BXT + ayro-TKCK Bo BrOopoi# inHuy, ogHako B peaJbHON KJIMHUYECKON
[paKTHKE NPUMEHEHNE YaCTO OTPAHNYUBAETCS TPEThEH U MOCIe/y IO~
MU JIMHUSIMY JIe9€HUSL.

Lens pa6orer. 1. Onennts abdexrusnocts u 6esonacuocts BXT +
ayto-TKCK nocne repanuu antu-PD-1 B 3-it n nocrenyroweit nunnm.

2. Onpepennts dakropsl, Bausiomue Ha 3pPeKTUBHOCTS.

3. IlpencraBuTh XapaKTepUCTUKY PELUAUBOB.

Marepuanst u meroast. Perpocnektusnblii ananns nanueHTos ¢ p/p
kJIX, koropbim B nepuon ¢ 2018 o 2024 r. 6eina soimonnena BXT + ayTo-
TKCK nocne npenwecrsyromero snevennst antu-PD-1 8 3 u nocneny-
tomeit aunun. Ouenka 9¢p(eKTUBHOCTY JleueHUs] TPOBEiEHa COMIACHO
kpurepusm Lugano u LYRIC. [{ns ananusa obweit soisknsaemoctu (OB)
u BbDKMBaemoctu 6es nmporpeccuposanus (BBIT) ucnonbsosan meron
Kannana — Meitepa. B ananus dakropos, pausiomux na BBI, Briioue-
HBL: KOJIMYECTBO JIMHUI CUCTEMHOH Tepanuu Ao npumeHenus antu-PD-1;
unrepsaJ or nocaeasero sseaenns antu-PD-1 no BXT + ayro-TKCK (<60
aneit nau >60 aueit) u pedpakTepHOCT K TMHUM Tepamnuy, MPeAIECTBY-
fomei nedennto antu-PD-1.

Puc. 3. BoixneaemocTs 6e3 nporpeccMpoBaHms B 30BUCUMOCTH OT pedpakTep-
HOCTY K JIMHWM, NpeaLecTsyiowwei aHtu-PD-1



Peayabrarnt u obcysaenue. B ananus skaiouenst 90 manmentos.
Mepnuana Bospacra— 36 ser (nuanason 19-56). 46,7% nauuenrtos no-
ayunnu antu-PD-1 B kombunanuu ¢ xumnorepanueit, 53,3% — B moo-
pexxume. Mennana uncaa auauil tepanuu o nevenus autu-PD-1 — 2
(nuanason 2-7). Pedpaxrepupimu x 1-it iunun repanuu 6e1in 60% na-
LMEHTOB, K 2 mocJjenoBaTeabHbIim guHusIMm — 42,2%, k 3-it u Gosee nu-
nuam — 17,8%. Menuana uucna uuknos antu-PD-1 — 6 (auanazon
2-52). Menuana Bpemenu ot nocaentero seegenus autu-PD-1 o BXT
+ ayto-TKCK — 84 nna (auanason 14-365). I19T-craryc nepen BXT +
ayto-TKCK: noaunsiit orser (IIO) — 82,3%, wactuunsiit orser (HO) —
13,3% u neonpenenennviii orser — 4,4% (12 = 4). Pexxumpr konauumonu-
posanus: BEAM (31,1%) u BeEAC (68,9%). ITocne BXT + ayto-TKCK
noazepxkuBatouyo tepanuio BV nmoayunnn 13,3% naunumenros, a aH-
-PD-1 — 16,7%. Ilpu mepnane nabmopenus 31 mecsau (auanason 1-84)
2-netusas BBIT u OB cocrasuan 79 u 90%, coorsercrBenno (puc. 1 n 2).

MPUNOXEHME 1

Nccenenyemble pakTopbl He OKa3aau CTATUCTUYECKU 3HAYUMOTO BIUSHUS
na BBII, ognako ormeuena rennennus k cokpamenuio BBII y nanmenros
¢ pedpaKTepHOCTBIO K JMHUM Tepanuu, npeauectsyowmeii antu-PD-1
(p = 0,098) (puc. 3). 3aduxcuposano 9 peruausos, GombumncTso (8
us 9) panuue u npousouuin B tredenue 12 mecsaues nocne BXT + ayro-
TKCK (auanazon 4-17 mecsaues); sce nanuents naxoauaucs 8 [10/HO
nepej Tpancniantauneil. 3adpukcuposano 9 cmepreii: 5 — obycnoBieHb!
TOKCMYHOCTBIO, CBSI3AHHOMN C TPAHCILIAHTAlMeH, 2 — MPOrpeccHpOoBaHU-
em kJIX 12 — nporpeccuposannem XCH.

3axiarouenne. Vcnoassosanne BXT + ayro-TKCK mnocne an-
-PD-1 pas xonconupanuu pemuccuu spasercs BbicokodaddexTus-
HOM omImuel B 3-1 u rmocaeayoIel JUHUN. Permnuser PeAKM 1 mpouc-
xoaar B TevyeHue nepsoro roaa nocie ayto-T KCK. Konnuecrso nunnii
tepanuu, ee sgdextusHoCTb, a Takxe spems ao BXT + ayro-TKCK
He BJMSIOT HAa MCXO/IBI.

Mwennynmkosa O.C.!, Cenusanosa [.C.!, Canomawkuna B.B.!, Cypun B.J1.", Aupgpees H.B.!, Actpybuneukas O.MN.!, Mamaes A.H.!, 3o3ynsa H.N.!2
CITEKTP ITATOTEHHBIX BAPUAHTOB I'EHA F9 Y POCCUVICKMX ITAITMEHTOB C TEMO®UJINEN B

'DrBY «HMULU rematonorum» Munsapasa Poceuu; 2@TBOY BIMO «Poccuiickmit yrusepcuter meamumib> Munaapasa Poccum

Femobumus B (OMIM Ne 306900) — penaxoe
X-cuensieHHoe peneccuBHOE 3ab0JI€BAHME CUCTEMbI CBEPTHIBAHUS KPOBU.
Ono Berpeuaercs ¢ yacroroit 1:30 000 manbunkos u obycaosaeno aedu-
uurom ¢akropa ceeproiBanus kposu FIX B pesysbraTe BOSHUKHOBeHUs
MAaTOreHHBIX BAPMAHTOB B Koanpywoumem ero rene 9 (Xq27.1). B nacros-

Beepenue.

llee BpeMsl B MEXAYHApPOAHBIX 0asax AaHHBIX onmcano 1244 myraunuwy,
npusopasue k remoduanu B, n ux konnuecrso pacrer. [{uarnos remo-
bunusa B moxer 6biTh Bepudunuposan 6e3 3HAHMS reHETHMYECKOTO Ha-
PYLIEHUSs, KOTOPOE MPUBEJO K 3a00/eBAHUIO, OJIHAKO IeHeTUYecKas fua-
FHOCTHMKA MpeaocTaBiseT MHPOPMAIMIo, HEOOXOAMMYIO [JIsl TPOBEEHM S
reHeTHYECKOr0 KOHCY/IbTUPOBAHUS POACTBEHHUL NPObaHAa U MIaHUPO-
BaHUs GepeMeHHOCTH JIsl HUX.

Iens paGorsl. [lns ymyuurenus kauecTBa MOJEKYJIspPHO-TeHETHYe-
CKOM AMArHOCTHUKM BAa>XHO HAKOIJIEHUE IOIyJIsSIIIMOHHOM MchopmaLuAM,
HODTOMY LieJIbI0 IAaHHO paboThl OGbLIO OMUCaHMe MyTaLMOHHOIO CHEKTPa
poccuiickoit BbIGOpKH nanueHTos ¢ remogunueii B.

Marepuanst nu metopsl. B nccnenosanme BkiIoueHsl faHHBIE 1O 87
HEpPOJICTBEHHBIM MNalMeHTaM ¢ remoduauneii B pasnoii cremenu tsxe-
ctu us pasubix pernonos Poccun. [IHK Boipensinu us nepudepuueckoii
kposu denosn-xaopodopmusim metogom. C MoOMOIIBIO CeKBEHMPOBAHUS
no Conrepy ananuauposanu Bce QyHKIIMOHATBHO BaXKHbIE PETMOHbI TeHa
I'9. Crenenn acummerpun X-xpomocomsl (XCI) y naumenTtku sxenckoro
MoJ1a UCCJe0BAJIM C TOMOILbI0 <bparmeHTHOFo ananusa STR rs746853821
B rene AR (HUMARA) nocie cenexTUBHOH peCTPUKLMM HEMETHIMPO-
sannoit J|HK suponyxaeasoin Hpall.

Peayabrars u o6cyxaenue. ¥ 81 naunenta (93%) 6bu10 BoIsiBIEHO 64
PasJIMYHbIX FeHHbIX HapyLleHUs: | peryasaTopHbIN BapuaHT, 3 KpyIHbIe

nenerun, 42 muccenc-myranuy, 7 HoHceHc-myTaumi, 4 frameshifts, 6 my-
tauuii cnaticunra u 1 inframe-penenusa. Cpean BoisiBIeHHBIX HAPYIIEHUI
12 naToreHHBIX BAPUAHTOB OBLIN ONMUCAHDBI TOJNBKO B HALUEH MOMYJISILIUU.
Bosnbmas 4acTh BBISABIEHHBIX BAPMAHTOB NMPUXOAMJIACH HA 9K30H 8§, Tak
KaK OH CaMbIil KPYIHBIA MO pasmepy (3aHMMAET OKOJIO MOJOBUHBI BCETO
FeHa) 48 KO}ll/lpyeT O4YEeHb Ba)KHbI];JI JJIs1 BBITIOJTHEH U 51 (byHKLlV[V[ 6eJIKa, Kara-
autnueckuil nomen. Camble pacnpocTpaHeHHble NATOr€HHbIE BAPUAHTBI
B Hawei nonyasiuuy, p.Arg379Gln u p.Ser385Pro, serperuaucs no 4 pasa
kaxzpiit. 3amenst p.Arg43Trp, p.Arg43Gln, p.Cys178Arg u p.Arg379*
Berpertunuck no 3 pasa. Bapuanter p.Ala279Thr, p.Cys435Ser, ¢.723+1G>T
u genenus Beero rena F9 Berperuiucs no 2 pasa. OcrabHble BapuanTs
BCTPETHIJINCh TOJBKO y OAHOro manuenta xaxxapid. Cpeau Haureil Bbl-
GopxM OblTa OfHA >KEHIMHA, UMelonas auarios remoduaus B cpepneii
TSIXKECTHU C AeTCTBA. Y Hee Oblil BbISIBJEH paHee He ONMCAHHBIA MPUBOAS-
wuii K HapyweHuo cruiaiicnara Bapuant ¢.391+2 T>G B rereposurornom
cocrosiunu. ITomumo aroro, y nee BosaBaena acummerpuunas XCI oxoso
90%. OTo waie Bcero SBASETCS MPUYMHON TeMOPUINN ¥ SKEHIIIH, TAK
KaK NPeMMyLIeCTBEHHO aKTHBHON OCTaeTCs XpOMOCOMa, HeCcylast HoBpe-
JKAEHHYI0 KOIUIO I'eHa.

3axmouenne. B nannoe nccnenosanue Bouuia camast KpyHnHas Bbl-
Gopxa nmanuentos ¢ remoduaueit B 8 Poccun. B nesom myranmonnbrii
criexTp reHa ['9 B poccHiiCKOI MOMyJIsILUMM OTPa’kaeT MUPOBbIE TEH/EH-
1M, OAHaKO ecTh U ocobennoctu. Hanpumep, xors ans remoduaun B xa-
paxTepHO GoJbLIOe pasdHOOOpas3ue BADUAHTOB M UX YHUKAJIBbHOCTb, OfAMH
n3 panee HeonucanHbix Bapuantos, p.Cys435Ser, 6bi1 BeTpeuen Gosee
onHoro pasa. [lonyuennsle fanHble Baj)KHbBI U151 Y1y YLIEHUs KA4eCTBA Te-
HeTHueCcKOH anarnoctukyu remopuanu B B naureii crpanue.

Porauesa lO.A., Monosa M.O., Cunsies A.A., Bnacosa tO.1O., Mounceee U.C., Bonpgapenko C.H., Kynarun A .

MECTO IIIP-AETEKIINHN 'EHOB KAPBAIIEHEMA3 HATUBHOI'O MATEPMAJIA B PYTUHHOM CKPMHMHTE KOJIOHU3AIIN
Y ITAOUEHTOB B PAHHEM ITEPUOJE IIOCJIE AJIJIO-TTCK

DreY BO «[epeuit CankT-lNeTepbyprekuil rocynapCTBEHHbIN MeanUMHCKIA yHBepeuTeT nmern akaaemunka W.I. Masnoso» Munsgpasa Pocenm, HAW LOMMT um. PM. Top6auesoi

Beenenne. Y peunnueHTOB aJiOreHHON TPAHCIVIAHTALMU [E€MOINOd-
tuueckux kjetok (amno-TI'CK) samepskka muxpobuosoruueckoro uc-
CJIe[I0BAHUS C ONpE/e/IeHNeM 1y BCTBUTENBHOCTH K AHTHOAKTEePUABHBIM
npenapatram (ABT) u poct mHokecTBeHHOI JexapcTBEHHOH ycTOHUM-
BOCTH OCJIOKHSIIOT BbIGOp OMMMPHUYECKON aHTUOAaKTepUaIbHON Tepanuu
(OADBT); knunuueckas ponb nonumepasuoit [IIIP pexranbnoro maska
0OCTaeTCst HeSICHOM.

Hens paGorsr. Ouenuts neaecoobpasnocts ucnonszosanus [11[P-
leTeKI[UU FeHOB KapGar{eHemas nas BbI60pa craproBoit DABT npu OH.

Marepuannt u metoabl. B npocnextusroe ncciieosanue 6uuu BKJI10-
yennl 116 nmauumenTtos, koropeim 6buna BhimosneHa nepsas ansno-TTCK
B nepuop 2022-2024 rr. 8 HUM JOI'uT um. P.M. 'opbauesoii c uensio
OLEHUTb AMHAMUKY BblSBJeHUs TeHoB Kapbanenemas metogom I[ILIP
B nepuog ¢ [1-7 no 1+35. Menunana sospacra cocrasuna 40 ner (18-71),

mysxunnbl — 46,6% (n = 54). Ocnosroe 3abonesanue B GOnbLIMHCTBE
cilyuaeB ObLIO TpeACTaBJeHO ocTpbimu jeiikozamu — 73% (2 = 85).
XapaKkTepucTUKY NAIIUEeHTOB U TPAHCIIAHTALUY ITPeICTaBIe bl B Tabur. 1.
OADT nasnauanace cormacHo nokanpHomy nportokoiay MH, ocrosanho-
my na peayanprarax CHROMagar™ KPC w/unu AB-uyscrBurensHocrn
KyJIbTY Pbl.

Peayabrarer u o6cyxaenne. OH passunacs y 90% (2 = 104) na-
uuenTos, meanana nus passutus — J+10 (1-18). Ha momenT passurus
OH kononusanus kapbaneHeM-pe3UCTEHTHBIMM MHUKPOOPTraHU3Ma-
mu BoiaBasiacs B 11% (2 = 13) no panusim xynsrypst, B 24% (2 = 28)
npu uccaegosanun pexranpHoro maska Ha CHROMagar™ KPC u B
43% (n = 50) npu ITLIP: VIM — 14% (n = 16), IMP — 2,5% (n = 3),
NDM — 11% (n = 13), OXA-48 — 1,6% (n = 2), KPC — 1% (n = 1),
OXA-48 + KPC — 2,5% (2 = 3), VIM + NDM — 1% (2 = 1), NDM +
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KPC — 6% (2=7), NDM + OXA-48 — 1,56% (2 =2), NDM + OXA-48
+ KPC — 1% (2 = 1), VIM + NDM + OXA-48 + KPC — 1% (n = 1).
Cootrsercreue mexxny CHROMagar™ KPC u ITLP cocrasuno 44%,
mexay Boiaenennoi Kyastypoir 1 CHROMagar™ KPC — 77%, mex-
ay [P u xyasrypoit — 84%. Cpean nanmenros c [TLP-perexuueit
renos kapbanenemas OH passunaces y 88% (1 = 44). Dckananuonnas
crparerus B pamkax OABT npumensanacs B 54,5% (n = 24) cnyuaes,
kauHu4ecknii orset gocturuyT B 50% (12 = 12); neackananmonnas crpa-
rerus — B45,5% (n =20), orser — B 50% (12 = 10). B IT1L{P-nosurusnoit
rpynie KOJOHM3aUUM TrpamoTpuuarenbHas HHQEKLUsS KPOBOTOKA
(I'p- UK) passunacs B 20% (2 = 10): Klebsiella pneumoniae — 50% (n =
5), Eocherichia coli — 30% (n = 3), Klebsiella pneumoniae + Escherichia
coli + Raoultella ornithinolytica — 10% (n = 1), Klebaiella pneumoniae +
Poeudomonas aeruginosa — 10% (n = 1). Ilpu sckananmonnoit crparerun
UK passunacs B 16% (12 = 4), npu neackananuonnoit — 8 30% (2 = 6),
p=0,694. Y 62,56% (n = 5/8) nauuenros c passusweiica ['p-MK renst
kapbarneHemas, BbISIBJEHHbIE TPU CKPUHUHIE KOJOHUBALUU, COBIAIN
C reHOM, OnpesieleHHbIM y naondra, seiapasuiero VIK (ta6an. 2). 60-ngues-
Hast o0was BeiskUBaemMocTh cpeau nauunentos ¢ [1I[P-gerexuueii renos
kapbanenemas B HaTUBHOM Maake coctaBuaa 95,9%; ormeuen ogun ne-

Tabnnua 1. Xapaktepuctuka nauuentos u anno-TITCK

TaJbHBIM UCXO/I, 06ycn03neHan‘/’1 CENCUCOM.

3axrouenne. [ennl kapbanenemas merogom I1L[P-uccaenosanus
onpenensuck y 43% penunuentos anno-TT'CK na momenr passu-
tust ®H, uro norenuuanbHo moxker cmewars Boibop craprosoit JABT.
Opnnaxko 27% (7 = 12/44) orBernnn na sckanalMOHHY 10 TePAIMIO, YTO MOA-
TBepskaaet: ogHol uib [TI{P-nosurusnoctu negocraTouno ais BbiGopa
craprosoii crparerun DABT npu OH.

Tabnnua 2. XapakTepucTka MHbEKLMM KPOBOTOKA M KONOHU3ALMM

Pynakoea T.A., Beikosa T.A., Koxokaps M1.B., Bonkoe H.M., Xorones .K., Apanacsesa K.C., bapabanwmkosa M.B., Lieetkos H.1O.,
Bnacoea [O.1O., Mopozosa E.B., 3y6aposckas JI.C., Moncees U.C., Kynarun A.[J.

MTPEATPAHCITJTAHTALITMOHHBIE ®AKTOPBHI PUCKA IIEPBUYHOM ¥ BTOPUYHON HECOCTOSATEJIBHOCTH TPAHCIIAHTATA
Y PELHUITMEHTOB AJUIOTEHHOM TPAHCIZIAHTAIIMM TEMOIIO9TUYECKHX CTBOJIOBBIX KJIETOK

PreY BO «[epauit Cankr-lNeTepbyprekuil rocynapcTBeHHbIN MeamumHckmii yHnsepenteT nmenn akagemuka VLI Masnosa» Munsgpasa Poceun, HAW LOTMT um. PM. Top6auesoii

Beenenue. Ilepsuunass u BTOpUYHAS HECOCTOSATENBHOCTb TPAHC- OCJIOKHEHUSIMU aJIJIOFeHHON TPAHCIJIAHTALLMM IeMONOdTUYECKUX CTBO-
mnanrara (ITHT u BHT) ocratorca tsskensimu, sknsneyrposkaiommumu nosbix kaetox (anao-TTCK).
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Ieas paGorer. [IposecTn cpaBHMTeNbHBIN aHAMN3 MPeATPAHCIIAH-
TALMOHHBIX (PAKTOPOB C LEJbI0 OLEHKHU UX BausiHus Ha passurtue [THT
n BHT nocne anno-TI'CK.

Marepunaabt 1 meroasl. Mbl NpoOBenM PeTPOCIEKTUBHBIA aHAIU3
2423 nocaenoBarenbHbIX nanueHTos: B3pocasix (2 = 1621) u nereit (2 =
802), nepenecunx anno-TI'CK B nepuon ¢ 2002 no 2023 r., c meguanoit
nabmonenus 629 nueit (nuanason 1 mennr — 21 ron). Xapaxrepucruxa
koroptel npeacrasiena B Tabaune. [IHT onpenensinaces kak OTCyTCTBHE
nocTuskeHus abeomoTHoro yucaa Heiirpodunos >0,5x10%n k 28-my anio
nocsae TI'CK npu orcyrerBum pennansa 0CHOBHOrO 3/10Ka4eCTBEHHOIO
sabonesanus. BHT onpenensnacs kak yrpara L1OHOPCKOrO remMonossa
[PU OTCYTCTBUM pELUAMBA OCHOBHOro 3abonesanus. Kareropuaabhsie
nepemMeHHble MeX/Jy IpyINNaMHU CPaBHUBAJM C IOMOLIbI0 KPUTEPUS
x> HenpepsiBHEBIE nepemeHHble — ¢ nomompl U-kpurepuss Manna —
Yurau. Cratnctuvecknii aHA M3 BBIMOJHSJIN C UCMOJb30BAHUEM pas-
auuus cuuranu snadaumbimu nipu p < 0,05. O6was seisxkusaemocts (OB)
oueHuBaace ¢ nomoupio meroga Kannana — Meitepa. Kymynarusnas
gacrora (KY) BHT paccuursiBasacs ¢ y4eTom KOHKYpPHUPYOLIUX PUC-
koB (penuaus, cmepts). Paxropsr pucka passurus [IHT u BHT ananu-
aupoBaauck ¢ nomoupio perpeccun Kokca n perpeccun Daiina — ['pes
COOTBETCTBEHHO.

Peayabrarst u o6cyxaenne. O6mas uacrora ITHT cocrasuna 5,6%
(n =135), a 2-nernsia K4 BHT — 2,2%. B muorodaxropnom ananuse He-
3aBUCMMBIMM (paKTOPAMM, ACCONUUPOBAHHBIMU CO CHUYKEHHBIM PUCKOM

ITHT, 6buiu: guarnos ocrpstii aeitkos (OP = 0,37, 95% 11 0,19-0,70, p =

MPUNOXEHME 1

0,002), aumdonponudeparusnoe szabonesanue / MHOKeCTBEHHAs MH-
eroma (OP=0,27, 11 0,09-0,77, p = 0,0156) u conupusie onyxoau (OP =
0,17, A1 0,04-0,80, p = 0,025) o cpaBHeHuIo C anaacTUYeCKON aHeMHU-
eif; Mcrosp3oBaHne poacTBeHHOro copmectumoro nonopa (OP = 0,06, [
0,03-0,14, p < 0,001), neponcrsennoro cosmecrumoro gonopa (OP = 0,24,
AN 0,14-0,39, p < 0,001) nau HepoACTBEHHOrO HECOBMECTUMOrO AOHOPA
(OP =045, 11 0,25-0,81, p = 0,008) no cpaBHeHMIO € raNIOUAEHTUYHBIM
JIOHOPOM; HCTIOb30BAHME CTBOJIOBBIX KJIETOK TepudepryecKoi Kpo-
su (CKIIK) nporus kocrnoro mosra (KM) (OP = 0,35, 1N 0,22-0,57,
p < 0,001) (puc. 1). ITanuenrst ¢ ITHT 6b11u monosxxe (mepnana 17 vs. 26
aer, p < 0,001). Isyxnernss OB cocrasuna 37% y nauumenros ¢ ITHT vs.
78% y nauumenros 6ea [THT, p < 0,001. [Tpu BHT 2-netnss OB 6bi1a 56%
vs. 82% 6es BHT, p = 0,10. Ananus dakropos pucka ans BHT nokasas,
uro Haubosbwnit puck BHT 6bin cBasan ¢ muenonpoaudepatusubimu
sabonesanusimu (OP = 2,97; 95% AU 1,43-6,15; p = 0,003) u BposxennbI-
mu/uesnokavectsennbmu s3abonesanuamu (OP = 2,97; 95%/111 1,18-7,49;
p = 0,021) no cpasnenuio c aeiikemusamu. lannonnentuunas anno-TT'CK
conpoBokaasacs 2,5-kparusim ysenuuennem pucka BHT ornocurens-
Ho amno-TT'CK or HLA-uaentuunoro poacrsennoro gonopa (OP = 2,48;
95%11 1,06-5,80; p = 0,036) (puc. 2).

3axiouenne. [lposenennblit aHanIM3 MOKa3as MOBBIIIEHHDBI PUCK
ITHT npu ranaougenrnunoit anno-TI'CK u ucnoassosanun KM B ka-
YyecTBe MCTOYHUKA KJeTok, B To Bpems Kak aist BHT daxropamu pucka
Gbun MuenonponudepaTUBHbIE U BPOYXKIeHHbIE/He30KaueCTBEHHbIE 3a-
60oJIeBaHM S Y TaIlJIOMAEHTUYHbINA OHOP.

Tabanua. XapakTepucTMKa TPAHCNAAHTATA

Puc. 1. MHorodbaktopHbiit aHana ¢bakTopos pMcka NePBUYHON HECOCTOSTENLHOCTM TPAHCMIAH-

tata anno-FCK

Puc. 2. MHorodakTopHsI aHanu3 GpaKkTOpOB PUCKA BTOPUHHOM HECOCTOSITENILHOCTH TPAHCIAH-

tata anno-FCK
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ITIPOI'PECCUPOBAHUE HEXOJKKMHCKOM IMM®OMEBI IIOCJIE CAR-T-TEPAITMU: OIIBIT TEPAITN CITACEHUS
C UCIIOJIb3OBAHUEM INIOOUTAMABA

PreY «<HMULL rematonorums Munanpasa Poccuu; ?PrEQY BIMO «Poccuiickuit yHmnsepcutet meanumts» Munsapasa Poccun

Beenenue. Ilpornos mpu pedpakrepnoctu unu peunuause (P/P)
B-kseTouHOlt HEXOMKKMHCKOM nnmti)omm (B-HXJI) mnocne CAR-T-
Tepanuu KpaiiHe He6nar0npn5{THLIfx’I C MefiMaHOH OOIIei BBKMBAEMOCTH
(OB) 5-8 mecsues. Ha ceronns ctanmapros Tepanum s 9TON Ipy bl
NALMEHTOB HeT.

Iens paGoTsr. Onucars peaysibTaThl TEPAIUM CTIACEHUS Y MALMEHTOB
P/P B-HXJI nocie CAR-T-repanuu.

Marepuanst u meronst. [Iposenen perpocnexrusnsbiii anaauns 35 nauu-
eHToB ¢ arpeccuBHbIMU (12 = 27) wnu unponentusimu (12 = 8) B-HXJI ¢ P/P
nocse CAR-T-repanun. Jleuenne nposogunocs B nepuon ¢ 2017 o 2025 rox
B xannukax Kuras (2 = 14), Benopyccun (2 = 6) nnu Poccun (1 = 15). Bee
HaLMeHTHI 0Ly YUIN paHee oT 2 10 6 JMHUI Tepanuu, MeauaHa — 3 Ju-
nuu tepanuu. Y 63% (22/35) npumensin CD19-nanpasnennsie CAR-T-
xaetky; y 37% (13/35) — xombunaumu CAR-T pasnuunoii nanpasiaenHo-

cru (CD19 u CD20, CD22, CD79b, CD30). Beero 77% (27/35) naunentos

Puc. 1. Cxembl Tepanuu, npumereHrHsle nocne Heyaaum CAR-T

Coxkpauwenus: Nivo — nusonymab, lbr — nbpy i, Lena — neranupomua, Pola — nonarysymab sepotmu, Akallbr — akana6pyT-
Hu6, Zanlbr — sany6pyTHnb, BV — 6pentykcumab sepotun, JIT — nyyeyas tepanus, MXT — nonuxumorepanms

Puc. 2. Obuwas BbixeaemocTb nauuentos nocne Heyaaun CAR-T-Tepanmu
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HOJy4M/IM Tepanuio cnacenus, octaibubie 33% (8/35) monyunnm tonbko
NaJUIMATUBHYIO TEPAIMIO N3-3a CTPEMUTEIbHON IPOrpeccun U/Niln OTCyT-
crBus Tepanesruueckux onuuit. [locue neynaun CAR-T nposepenue no-
BTOPHOH XMMMOTepANUM y GOJIBLIMHCTBA MALMEHTOB OBLIO HEBO3MOXHO
U3-3a BBIPAKEHHOMN [IUTOMEHUM U/UU OTCYTCTBUS MOTEHIMATbHONH o dek-
tusnoctu. Haubostee yacTo npumeHsINCh UMMy HHbIE U TApreTHBIE Mpena-
paThl B PAa3IMUHBIX COYETAHUSIX: MHIMOUTOPI UMMYHHBIX KOHTPOJbHBIX
touex (HuBosymab), uHrMGHUTOPH! THPO3UHKMHA3E BpyTona (ubpyTnHMb,
akaabpyTHHUO), UMMy HOMOAYISATOPHI (IEHATMIOMUL), MOHOKJIOHAIbHbIE
aHTHUTeJA U AaHTUTeJ0-KOHbioraThl (mosatysymab senotun), 6ucnenuduye-
ckue anturesa (rnopuramab), a raxske nosropuas CAR-T-repanus npyroii
HanpaseHHOCTH. [1oipo6HbIe CXeMBI TEPATMU U MCXO/bI AJISl KAYKIOTO Ma-
LIMeHTa MpeACcTaBieHbl Ha cxeme (puc. 1).

PeayasraTs u 06cysxaenne. [Ipu mennane nabnopenns 8 mecsues (0—
96) nocne ycranosnennoro P/P nocie CAR-T-repanuu ymepau ot nporpec-
cun 49% (17/35), nonnoit pemuccuu gocTur-
1u 26% (9/35), crabunusanuu — 17% (6/35),
eme 8% (3/35) na momeHT aHanM3a YKUBBI,
HO B cocrosinuu nporpeccun. Meguana OB
cocrasuna 14 mecaues (puc. 2). [lpu arom
Cpeay Tex, KTO M0JLyYaJl TePaIvIo CHaceH s,
Kak beccobbrtuitnas seikuBaemocts (BCB),
trak u OB Gbun pocroBepHO Bblule, uem
B rpynmne najaauarusHoi tepanuu, p < 0,05
(puc. 3, 4). Cpenn naimeHToB, MOy YMBIINX
tepanuio cnacenus;, 22% (6/27) nonayunnn
KOMOVHUPOBAHHOE JleueHMe, BKJIOYAIOLIee
rnodutamalb, OCTadbHBIE — MOHOTEPAIMIO
rnopuramabom 22% (6/27) wmnm ppyryio
repanuio  56%  (16/25). Crarucrnueckn
snauumbix pasanuuii 3 OB u BCB mex-
Ry rpynnamum He BbisBieHO, p > 0,05 (puc.
5), OfHAKO OTMeJasach TeHAeHIUs K 0o-
Jlee JLIUTEILHOMY KOHTPOJIO 3abosieBaHMsl
HPU UCNOJIB30BAHUN KOMOUHALMH ¢ riodu-
ramabom. Heobxonumo nanpueiiee Habio-
[eHUe U paclIMpeHne KOrOpThl AJisl yTOYHe-
HUS 9TUX Pasindnii.

3axmouenne. Hecmorps na xpaiine
HebnaronpusitHbeil  nporHos npu  P/P
B-HXJI nocne CAR-T-tepanum, mnpose-
[eHME TepanuM CIAaCEHUs! IMO3BOJINJIO A0-
cTH4b noaHoU pemuccun y 26% npoLeHToB.
Taxum obpasom, neynaua CAR-T-repanun

Puc. 3. BeccobuiTHitHas BbIXMBAEMOCTD Y NAUUEHTOB C U 6es Tepan1u cnacexms



He SIBJISIETCSI KOHEYHOMW TOYKOMN JIEJEHM S, a UCIIOJIb3OBAHME TAPre€THhIX 1 UM~
MYHHBIX IIpe€riapaTros, B TOM 4H1CJI€ B KOMGI/IHELLII/II/I C 6I/IC1'IeLU/I(i)I/I‘{eCKI/IMI/I

Puc. 4. Obwwias BbIXMBAEMOCTb y NALMEHTOB C M 6€3 Tepanmmu cnaceHus

MPUNOXEHME 1

AHTUTENAMHU, MOXKeT PACCMATPUBATLCA KaK MOTeHIMa bHo daddexTuBHas
crparerus paxe nocie Heypaun CAR-T.

Puc. 5. beccobbiTnitHas BbIXUBAEMOCTb Y NALMEHTOB, MONYYUBLUMX M HE MOMY-
YMBLUMX KOMBMHALMM C MOGUTAMABOM B KO4ECTBE TEPAMMM CMIACEHMS

Capyxansin C.C.', Kysbmuna J1.A.', Kanynunkos M.M.!, Mokpoeckas O.C.!, Anewnna O.A!, lopenkoea J1.I!, Kotoea E.C.!, Bypnakosa E.Al,
Mapoeununmkosa E.H."2

KIMHNYECKNE OCOBEHHOCTU TEYEHU A PAHHEI'O ITIOCTTPAHCIITAHTAIMOHHOT' O ITEPMOJA ITOCJIE AJIJIO-TTCK
Y HAIIMEHTOB B-OJIJI IIOCJIE ITPE/IIECTBY IOIIEN CAR-T-TEPAITNI

'®reY «<HMUL rematonorns» Munsapasa Poceuu; 2“OTBOY BIMO «Poceuiickmit yrusepcenter mepmumib> Munsapasa Poccun

Beenenne. Hecmorpst Ha CyiecTBEHHBIN TPOrpece B TEPANIMU OCTPBIX
B-kaerounsix aumdobnacrusix neiikozos (B-OJIJT), npornos nanunentos
c pedpakrepHbiM TeueHrem uiu nosropusimu penuausamu (P/P) ocra-
ercst Hebnaronpusithbim. Anno-TT'CK no-npesxnemy siBnsiercsa nanbonee
5 PexTUBHBIM METOOM KOHCOMUAAIUY y MAlUEHTOB BBICOKOTO PHCKA,
OJIHAKO MCXOAbl TPAHCIIAHTALMY BO MHOIOM OIPEEJISIOTCS IPEATPAHC-
mnantauuonubim crarycom. IIpumenenne CAR-T-repanun y Bspocsbix
GOJIBHBIX MO3BOJSIET MHAYLMPOBATh [IIyOOKME PeMMCCHM U PacCMaTpu-
BAETCS KaK MEPCIEKTUBHBINA HTAIl MOATOTOBKY K AJJIOT€HHOM TPaHCIIAH-
TalMKU remMonodTuyeckux cTBososeix kiaetok (anno-TT'CK). B aroit cea-
31 aKTya/IbHO M3y4YeHUe TEYEHUS! NOCTTPAHCIIAHTALMOHHOIO HEPUOAA
y 6oabubix, nonyunsunx CAR-T-repanuio nepen anno-TI'CK.

Ieas pa6orsr. Ouennts KAUHUYECKHME 0COGEHHOCTH MOCTTPAHCIIAHTA-
uuonHoro nepuopay nauuentos ¢ P/P B-OJUJI, nonyunsumx CAR-T-repanso.

Marepuanbt n meroasl. llpoananusuposanbl 0cobGeHHOCTH MOCT-
TPaHCIIaHTALMOHHOrO nepuozay 10 B3pociibix nanueHToB, oLy YnBIIMX
CAR-T-repanuio go anno-TI'CK. CAR-T-repanus 6bi1a nposeaena 8 na-
LMEHTAM 10 NOBOAY KIMHUKO-remarosnorunyeckoro peuuausa B-OJIJT u 2
nanuentam — npu coxpanenun MODB-nosutusnocTn Ha done xumuo-
repanun. Y asyx nanuentos peuuausst B-OJIJI Bosunkan noce panee
soinonnenHon amno-TT'CK. Tlocne CAR-T-repanum y Bcex manmenTtoB
6b11 gocrurnyt MODB-neratusnbtil craryc. XapakTepucTruka nauueHToB
npeacrasieHa B Tabnuue.

Pesyabraror n obcysxaenne. [lpmxusnenne Tpancmiantata 6b110
AOCTUTHYTO y BCEX ManneHToB. [[lMHaMMKa BOCCTAHOBJIEHUS TOKA3aTEdEN
remorpammbl mpejcrasieHna Ha puc. 1. Meanausr Boceranosaenus rpombo-
unros >30x10%n cocrasumu 14 nueit, rpomboumros >50x10%/n — 17,5 pus,
neiixoruros >1,0x10%1 — 21 mens, meitrpodumnos >0,5x10%1 — 26 nmeii.
Wudexionnsie oca0’kHeHNs B MePUOA ArPAHYJONMTO3a Pa3BUINCh
y 2 nauumentos: y 1 naumenta otmeuen snuson debpusabHoii HefiTpore-
Huy, B | ciiyuae pasBuiach NJeBPONHEBMOHUS C UHPEKIMeil KPOBOTOKA
C BbIslesIeHreM TeMoKyabTyp Slaphylococcus epidermidis, Enterobacter cloacae,
Poeudomonas aeruginosa, Staphylococcus aurews, Bacillus cerews, Eocherichia coli.
Ocrpas PTIIX ¢ nopaskenunem koxu I cranun, 1 crenenu passunacs y 2
nauuenTos. Y | nanuenra ormevena xponnueckas PTIIX ymepennoii cre-
MEHU TSHKECTH C MOPAYKEHUEM KOXKH U METEHH.

3axmouenune. B nebonbiuoii koropre nanuenros mocae ano-TT'CK
¢ npeguecrsytomein CAR-T-repanmeit Bo Bcex ciayuasx ormedeHO

NPWKMBJIEHUE TPAHCIUIAHTATA M JOCTATOYHO ObICTPOE BOCCTAHOBJIEHHE
nokasaresieii remorpammsl. Knnuuuecku snaunmas ocrpas PTIIX ne na-
GIIIOATIACE; saperucrpupoBan 1 ciyuait xponnueckoir PTIIX ymepennoit
creneHu, notpeGOBaBLIEH MPOBENEHUS WMMYHOCYNPECCUBHON Teparuu.
Nudeximonnbie 0c05%HeHM s TIOC/Te TPAHCIIAHTALIMU COOTBETCTBOBAJIM Ta~
KOBBIM y nanuenTos, nepenecunx anio-1T'CK 6es npeawectsyromeit CAR-
T-repanuu. [losry4ennble faHHbIE CBUAETENBCTBYIOT O TOM, YTO IIPOBEAEHYE
CAR-T-reparmuu no anno-TI'CK ne yxyamaer npornos rpancriantanmu.

Puc. [MHOMMKG BOCCTOHOBIIEHWS MOKA3ATESNE EMOrPAMMEI Y MALMEHTOB
c CAR-T repanuei B aHamHe3e, KoTopbim Bbina BbinonHera anno-TMTCK
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Tabnuua. XapakTepuctuka naumnentos ¢ anarHozom P/P B-OJ1T u CAR-T tepanueit B aHamHese, koTopbim 6bina seinonxera anno-TTCK

e M Atk TTCK, Tan gonopa ontoeest P e reron)
1 X, 35 85 Hepoactsennbiit HLA-uaenTmunbii M, 40 Flu180 +Bué,4 5x10%/kr
2 X, 38 75 [annonaeHTH4HbIA POACTBEHHBIN X, 58 Flu150 + Treo36 6x10¢/xr
3 M, 20 76 Hepoactaennbii HLA-upeHTmuHbIf M, 29 Flu180 +Bu12 6x10¢/kr
4 M, 47 138 HepoAcTBEHHbI YOCTUYHO COBMECTUMBII X, 27 Flu150 + Treo36 6x10%/kr
5 X, 27 106 [aNNOMAEHTUYHbII POACTBEHHI X, 52 Flu180 +Bu8 6x10%/kr
6 X, 33 67 Pogcraentbiit HLA-upeHTHuHbIf poHop (Gpar) M, 22 Flu180 +Bué,4 6,5%10%/kr
7 M, 28 92 Hepopctaennbiit HLA-upeHTmuHbIf M, 35 Flu180 + Bul2 6x10¢/xr
8 M, 24 159 Hepoactaennbiit HLA-upeHTmuHbIf X, 21 Flu180 +Bu8 5,85x10¢/kr
9 X, 41 75 HLA-naeHTMuHbIi goHop-6pat M, 43 Flu180 +Bu8 6x10%/kr
10 X, 34 55 TannouaeHTHYHbI POACTBEHHBI X, 33 Flu180 +Bu8 6x10%/kr

Cokonoea M.A.', KoxHo A.B."2, Tpernasosa C.A.!, ®espaneea U.C.!, Bupgepman b.B.!, Cyaapukos A.B.'
YACTOTA BCTPEYAEMOCTHU 1 CITIEKTP MYTALIAY I'EHOB EPOR, VHL, EPASI Y EGLNI Y BOJIbHBIX C OPUTPOIIUTO3AMU

'OreY «HMUL rematonorums Munaapasa Poccum; ?OIBQY BMO «Poccuiickuit yHnsepcuteT meamumtb» Munsapasa Poccuu

Beepenue. «JpuTpounTos» MK «IOTULUTEMUS» XAPAKTEPU3YETCs Bbl-
cokum yposHem remornobuna (> 165 r/n y mysxunn u > 160 r/n y sxenuun)
n/unu remarokpura (> 0,49 y myskuun u > 0,48 y skennn). dpurpounros
6es obnapyxenus «ipaiiBepHbx» myTanuii rena Jak2 oxsatpiaer kpaiine
LIMPOKUii CIeKTp 3ab0JeBaHMil: HACIEeACTBEeHHbIH, MpuobpeTeHHblii (BTO-
PUYHBIA) U HEYTOYHEHHbIN WM «MAMONaTHYeCKii». [{o cux mop aTnonorn-
yecKasi OleHKa O9PUTPOLMUTO30B OCTAETCS CJI0KHOM 3afadeid.

Iens paGors. Ouenka yactoTsl u cnextpa myTanuii renos F£POR,
VHL, EPASI, EGLNI y 601bHbBIX 3pUTPOLUTO3aMH IIPU [OMOLILM TapreT-
noro BIIC.

Marepnanst u metopst. B nccnenosanue ¢ 2012 no 2025 r. Bxaroueno
130 GombHBIX ¢ A6COMOTHBIM 2pUTPOLUTO30M, Habmonasmuxcsa 8 DIBY
HMMU LI rematonorun M3 PD ¢ 2012 no 2025 r. CornacHo auarnocruuye-
ckum xpurepusim BO3 muenonpoaudeparusnble 3a601eBaHNs BbISIBIEHbI
He 6butn. ComaTuueckue MyTalny reHOB Jak2 (V617F u 12 sxaona), CALR
u MPL, nonumopdusmbr renos remoxpomarosa (HFE): C282Y, S65C,
H63D, uccnenosanu ¢ ncnonssosanuem [IHK, Boinenennoit us kposu, me-
rogamu AC I1L[P B peanbnom Bpemeny, pparmeHTHBIM aHAIU3OM U CEKBe-
uuposanuem no Conrepy. I'pynmy renos cemetinoro spurpounrosa (8 oxson
EPOR, VHL, EPASI 9 v 12 sxsount EGLNI) uccnenobaiu ¢ UCIOIb30BAHUEM
BbICOKONpousBoauTenbHoro ceksennposanus (BIIC).

Peayabrars u o6cyxpaenne. Y 55 us 130 (42%) Gonbubix GbL1 yera-
HOBJIeH «BTOpUuHbLH> opurpouutos (BO). Ilpuumnamu npossrenus
SPUTPOLMTO3a CILYKUJIU 3a00JeBAHUST CO CTOPOHBI CEPANA, JerKUuX, Mo-
YeK, IOJIOBHOrO MO3ra; Tepanusi anabonnveckumu ropmonamu (34/55),
a raxke nacaeacrsennsiii HFE (21/65). Opurpouuros Ges Bbienepe-
YMCJIEHHBIX MPUYMH XapaKTepU30Bajcs Kak «uauonaruueckuit» (V1O)

y ocransubix 75 uz 130 (58%) (rabn. 1). [lpu cpasHenuun xapaxkrepucTuk
B obeux rpynnax (BO u 11O) GonbHble GbuIN CONOCTABUMBI 110 BO3PACTY
u noaty. [lpeo6naganu nuua mysckoro nona n = 123 (95%). Mennans no-
kasareneit Hb, HCT, OPUTPOLIUTOB U JIEHKOLUTOB HE OTINYATUCH MEKLY
rpynnamu. Opnako yposuu sputponoatuna B rpynmne V13O Gbuin snaun-
TeJbHO HM3Ke MO CpaBHeHWIO ¢ GosbHbiMu us rpynnst BO (6,8 u 11,25,
COOTBETCTBEHHO), HO OCTABAJUCh B Hpejesax pedepeHCHbIX 3HAYECHUI,
4TO SIBJISIIOCH O(HUM M3 Ba’KHBIX KPUTEPUEM IS MCKJIOUYEHUS MCTHH-
HoOit nonmuuremun. ['eneTnveckue nccnenoBaHms, NOATBEPAUIN HACTIE/ -
cTBeHHy0 nonuuuremuto y 17 ua 75 (23%) Gonbubix nuus B rpynne 19
(raba. 2).Y 5 Gonbubix obHapyskeHbl mytanuu B rene VHL, accounupo-
BaHHble ¢ pasButvem vysawckoit noauunremun (ECYT2); y 3 — B rene
EPASI; y 6 6oabnbix myranuu penentopa EPOR (ECYTI) u 3 cayuan
B rene EGLNI. B rpynne BO BposjeHHbIX MyTaluil BbISIBIEHO He ObLIO
HU B O/(HOM M3 MCCJIE/[OBAHHBIX T€HOB. BbBISBIeHHbIE HOBBIE BapUAHTHI
myranuii renos EPAS! v EGLNI (c.A1646T:p.Glu549Val u c.G1126T:
p-Val376Leu, cooTBeTcTBEHHO) MOTYT SIBASATHCSI HATOTEHHBIMU Y GOMBHBIX
C HOJMLUTEMUEH, IPY IIOATBEPIKJEHUH CEMEHHOr0 aHaMHe3a.

3akmouenne. Y 23% Goabubix B rpynne MO 6buin obnapyskeHbt
MyTalM, aCCOLMMPOBAHHBIE C PA3BUTHEM CEMEMHBIX OPUTPOLMTO30B
tunos ECYTI1-4. Takum obpasom, s yTOUHEHUS! MPUPOABI «UAMO-
[NAaTUYECKUX» OPUTPOLUTO30B, B OTCYTCTBUU ApPANBEPHBIX MyTaLUi
muesnonposaudepaTUBHbIX HEOMIa3uil, HeOOXOAUMO MPOBEAEHHE MOJIe-
KyJsipHO-reHeTn4ecKoro tectuposanus merogom BIIC na nacnencreen-
HBIE TOTUIIUTEMUH.

Tabanua 2. BpoxaeHHbie MyTauuu, BeisBneHHble B rpynne 60bHbIx ¢ M9

len MyTtauum Y1cno NauneHTOB C My TALMAMM Mpumeyarme
Tabnuua 1. CpasHenue rpynn 6ONbHBIX C SPUTPOLUTOIAMM PAINMYHOTO VHL 1528940298 ]
NPOUCXOXAEHMS VHL 1535460768 2
Knuhuko-nabopatopHbie napametpsi BonbHeie ¢ B3 (n=55) BonbHeie c U3 (n=75) VHL rs140172229 2
Bospact 46 (19-75) 40 (19-70) EPAST 151847601605 1
Mon (x/m), n 1/54 6/69 EPASIT 5116510029 1
Temornobuk( He ) (r/n) (118-152) 176 (140-216) 173(149-200) EPASI NM_001430.5:c.A1646T: p.Glu549Val 1 BrisBnena enepesie
Spurpoumtsl (x10°/n) (4,0-5,2) 59 (4,7-7,0) 59(5,0-8,8) EPOR 1562638745 2
Temarokput (HCT, %) (36-42) 55 (47-64) 52 (43-56) EPOR 15200997864 3
Tpombountsl (x10°/n) (164-369) 224 (156-362) 226 (141-438) EPOR 15199645071 1
letikoumtsl (x10°/n) (3,7-9,2) 7 (4,6-14) 6,7 (4,0-12,0) EGLINI1 15141850369 2
Spurponostut (MME/mn) (2,59-18,5) 11,25 (2,5-50) 6,8(0,6-159) EGINT | NM_022051:exon3:c.G1126T:p.Val376Leu 1 BuisBnewa enepesie

Conoebes B.B.", Kynesnu E.O.!, Bonowun C.B.!, Papgxaboea A.M.2, Ycnenckas O.C.!, Bekoes P.1.!, Kyswunoe A.lO.%, Kapsaruna E.B.3,
Menbkosa M.T!, Aitpemmposa A.A', Pyxunckas O.C.', Pa6bbikuna O.E.', Cokonoea H.A.!, Tonctoea C.B.", Anekcees C.M.!

M3YYEHUE UCXOJIOB Y MOJIOJIBIX TAIIMEHTOB C OMJI: JAHHBIE PEAJTBHON KJIMHUYECKOW ITPAKTUKY
ITBY3 JIOKB»; 2®rBY «POCHNMIT DMBA Poccum; *CM6 TBY3 «[b N 155

Bsenenne. Henocrarounas addextusnocts cransapTHO HHAY KNI
npu OMJI y mosoabix 60abHBIX TPeGyeT yriybueHHOro aHaIM3a MOJIEKy-
AsipHOro MpoduIs U BHEAPEHUS! TAPTeTHOl TepanuHu.

Iear paGorbr. OueHuTh BaMSHUE OHONOTMUYECKUX MAapKepoB
Ha MPOTHO3 M BbIXKMBAEMOCTb MOJIO/IBIX NMAIlMEHTOB, TPOAHAIU3UPOBATD
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BJAUSIHUE (GFLT3) mna
OMIJI.

Marepuansr u meroasr. Perpocnexrusro npoananusuposano 267
nanuentos ¢ OMJI mnapwe 60 ner (meguana 48 ner), npoxopusmmnx

auarnoctuky u nevenune B JJOKB, CII6I'B Ne 15 u PocHUUI'T B nepuog,

N3MEHEHUue HCX0Oa0B

FLT3-unruburopos



¢ 2009 no 01.11.2025 r. Tonsko 16 (6,0%) nauuentam nposeseHa MHAYK-
LMOHHAs TePaNUs PeKUMaMU HUBKOH MHTEHCUBHOCTH OTVIMYHBIMU OT «/
+3» ¢ mnu 6e3 1IFLT3. Menunana nabmonenus 17,5 mec. Jlannbie anannsu-
posasu B Jamovi v.2.4.8.0 u R v.4.2.2.

Peayabraret u obcysxaenue. Ilpu anaause OB BbisiBaens: suna-
qumo Baumsiomue Ha npornos OMJI uuro- u mosekynspuo-renernue-
ckne mapkepbl 3HaueHusi otHomeHnid puckos (HR) koropeix nmpuse-
nensl panee: kommiaexkcHsiil kapuotun (KK) — 1,90 (p = 0,011), 11923/
KMT2A — 2,20 (p = 0,025), del(56q) — 3,22 (p = 0,023), del(17p) — 4,37
(p = 0,002), RUNX1:RUNXIT1 — 0,25 (p = 0,059), FLT3 — 1,62 (p =
0,017). TTarmenTsr ¢ KK (3, 4, 5 u 6onee anomasuit) mmMenn ofnHAKOBO
HebJIAronpUSATHDIE UCXO/bl HE3ABUCHMO OT YMCJA BbISBJIEHHbBIX Hapylle-
uuit (p = 0,9329). ¥ mosoapix nauneHToB, NOLYyYUMBIIMX UHIAYKLMOHHYIO
Tepanuio HUSKOH MHTEHCUBHOCTH, OTMEYEHBl Xy IIMe II0OKA3aTeln 2-1eT-
neit OB — 16,1% nporus 57,6% (p = 0,095) u BCB — 12,0% nporus 34,4%

(p = 0,043). Ilpu cpasuenuu ucxonos y Gomsusix OMJI, neunsBumxcs

Puc. A: BeccobuitnitHast BbixusaemocTb y nauuentos ¢ OMJT B 30BUCMMOCTH OT MHTEHCMBHOCTM MHAYKLM-
OHHbIX pexumos Tepanuu. b: Obwas seixusaemocts 6onbHeix OMJT 3a nepuog 2009-2022 rr. B 3a8K-
CUMOCTHM OT MyTaumMoHHoro ctatyca rexa FLT3. B: Sankey-plot, onpeaenerne MOB y naumnentos c OMJI
B 30BUCMMOCTH OT MyTauuoHHoro cratyca reda FLT3. 1 Obwas seixmusaemocts 6onbHbix OMJT nocne
2022 r. 8 3aBUCMMOCTH OT MyTauMoHHoro ctatyca reda FLT3. [I: 3naunmocts poctuxenns MOB-craryca
y naunentos OMJ1 no pesynstatam aHanusa obwent seixusaemoctu. E: PakTopsl, accoummposaHHbie

C PUCKOM CMEPTH, BbIABJIEHHbIE B MHOFOd)GKTOpHOﬁ NOTUCTUYECKOM perpeccun

MPUNOXEHME 1

no 2022 r. u nocae, mbl He Habsoganu sHauumbix pasanuuit B OB (p =
0,88) u BBP (p = 0,64). Onnaxo BHeppeHMe TapreTHLIX MPENapaToB U CO-
BEPLICHCTBOBAHUE COIPOBOAUTEIBHOM TEpPAIlMU II03BOJMIIO AOCTUYb
Gosee Boicokoit roguunoit BCB, cocrasusweit 56,1% nporus 38,6%, p =
0,0072. Brarouenue ¢ 2022 r. B repannio OMJI1FLT3 cymecrsenno ynyu-
w0 uexonsl npu Haauuuu mytauuit FLT3. 1o 2022 r. 2-netnss OB na-
nuenros ¢ myrauueid FLT3 cocraBinsna 37,8%. Haunnasa ¢ 2022 r. Tons-
ko0 2 GoabHbix ¢ myrtanueit FLT3 ne nonyunnn iFLT3, OB y nauuenros
¢ FLT3 cocrasuna 93,3% nporus 48,6% y GonbHBIX C anienem AUKOTO
tuna, p = 0,039. Jocruskenue neonpenensemoro craryca MOB (1MOD)
SBJISIETCS. 3BHAYMMBIM npeaukropom yseandenusst OB n cumxenns Bepo-
arnoctn penuausa. 2-tetine OB n BBP B noarpynne 1MODB cocrasu-
aun 93,8 u 50% (meaunana 23,3 mec.) nporus 33,8% (p = 0,013) u 27,0%
(p = 0,018) B rpynne MODB+ coorsercrsenno. Anno-TI'CK Beinonnena
y 23% (563 us 229 xanauparos) nanuentos. Awno-TI'CK chmxaer puck
cmepru nHa 49%, HR = 0,57 (95% AU 0,33-0,96), p = 0,035. 2-neruss
OB & noarpynmne 6onsupix nocae anno-TT'CK co-
crasuna 70,6% (95% W 56,9-85,1), B noarpynmne
6es anno-TT'CK — 55,4%, p = 0,032. Makropamu,
ACCONMUPOBAHHBIMUM C paHHeil pedpaxTepHO-
cThI0 Mo 0AHOAKTOPHOH JOrMCTUUECKOl perpec-
cuM, SIBJISIIOTCS: Tpynna Beicokoro pucka ELN
(2022) — OIII = 5,52 (p = 0,001), KK — OIII = 8,80
(p = 0,001), npepmecrsyromme MIAC non MIC/
MITH — OUI = 3,44 (p = 0,044), del(5q) — OIII =
9,27 (p = 0,052), del(7q) — OIII = 9,21 (p = 0,009),

myrauns NPM1 — OIII = 0,10 (p = 0,030).
3akiarouenue. Y mosonpix nanuentos ¢ OMJI
HebnaronpusaTHbIMU (paKTOPaMU MpPOTHO3a SIB-
asores KK, peneunn bq w 17p, myrauun FLT5,
torna kax pocrmoxenne HMODB u nposenenue
anno-TI'CK snauurenbHo ynydmamor BbDKHBae-
moctb. Buenpenne 1FLT3 B xamunnueckyro npax-
TUKY CyLECTBEHHO IOBBICHJIO BBIXKHBAEMOCTb

npu FLT5+ OMJL

Tabnuua. CpasHuTenbHAS XAPAKTEPUCTUKA 6OTb-
Hbix ¢ MyTaumeit (Mut) rena FLT3 v BapnaxTom aukoro
na (WT) rena FLT3

Xapaktepuctika FIT3WT FLT3 Mut p
Bospacr, ner 49 47 09797
Bropuunsin OMJ1 10,20% 7,30% 0,4363
Boicokmit puck ELN (2022) 28,30% 19,80% 0,1289
Tunepneitkountos 7,60% 22,10% 0,002
KomnnekcHbi kapuotun 19,60% 7,80% 0,0132
1(8;21)(922;922.1) 9,20% 2,20% 0,0345
inv(16)(p13.1922) 8,00% 5,60% 0,4745
+8 7,30% 5,60% 0,602
del(17p) 4,00% 0,00% 0,0547
del(5q) 3,30% 0,00% 0,0801
del(7q) 6,00% 2,20% 0,1787
-7 6,00% 2,20% 0,1787
11923/KMT2A 6,70% 3,30% 0,2694
RUNX1:RUNXITI 13,30% 2,00% 0,0268
NPM1 12,60% 40,40% <0,0001
CBFB:MYHIT 12,90% 9,60% 0,5551
Tunepakcnpeccus EVI 9,60% 7,10% 0,7752
YacTtoTa nonHeIx oTBETOB 7590% 66,70% 0,1221
Yacrota peunansos 26,90% 30,90% 0,5047
Anno-TICK 17,40% 27,40% 0,0646

Conoebeea M.B., Conoebes M.B., Ikytnk U.A., Bupepman b.B., Hukynuna E.E., O6yxoea T.H., Yabaesa IO.A., Kynukoe C.M.,
Cynapukos A.b., Mengeneesa J1.M.

PEJIKME MYTAIIY TEHOB KRAS V1 NRAS KAK ITPU3HAK MHOXKECTBEHHOM MUEJIOMBI BRICOKOT'O PUCKA
Prey «(HMULL rematonorum» Munsgpasa Poccum

Beepenne. Ponb skmpkocTHOl Guoncuu, B OCHOBE KOTOpOIi Je-
skut ananus onyxonesoir [JHK, csoGonno umpkynupyomweii B naazme
kpoBu (cu/IHK), npu muosxecrsennoit muenome (MM) npoposmxaer

uccnenosarbest. Myranun B renax KRAS u NRAS o6bruno sarparusaior
kononst 12, 13 n 61. Heknaccuueckune mytanum sTUX reHOB SIBJSIOTCS Pefi-
KMM U MaJIOU3yYEeHHDBIM SIBJIEHUEM.
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Ileanr paGorer. ComocTaBuTh KIMHMKO-T1a60pATOpHbIE MapaMeTphl
y 6onbupix MM ¢ kaccuuecKMMHM, HEKJIACCHYECKUMY MYTALUSIMU B Te-
nax KRAS, NRAS v naunentos 6e3 myranuii.

Marepnanst u meroasl. B npocnektnsHoe ogHOLEHTPOBOE HCCTEn0BA-
nue ¢ centsibps 2021 o ssusaps 2025 . Br0ueno 103 nanmenta (47 myskunn
u 56 >xeniunn) c Brepssle Anarnocruposanuoit MM B Bospacre or 29 o 83
ner (mennana — 55 net). [lnarnos ycranaBamuBaayu B COOTBETCTBUY C KPUTeE-
pusmu IMWG-2014. ITpoBoannyn nosuTHBHY 10 UMMYHOMATHUTHY O CEJIEK-
o CDI138* kieTok KOCTHOro Mosra ¢ MCMoJb30BaHUEM MOHOKJIOHAIBHOIO
anturena k CD138 (STEMCELL Technologies, Canada) cornacuo nporo-
koJsty npoussoaures. [lpu obnapyskenun meronom FISH t(4;14), t(14;16),
dell7pl3, amnmmudukaunn 1g21 GombHOro oTHOCHIM K TPyTIe BBICOKOTO
pucka. VMccnenosanne myranmit B renax KRAS, NRAS nposonnian Ha re-
nomuoit JIHK, Beenennoit us o6pasuos CD138* kieTok kocTHOro moara,
y 81 nauuenTa, ONONHUTENBHO GBLIN HCCIIeAOBAHbI 0OPASLIBI OILyXONEBOM
cu/IHK B nnasme u y 4 6onbubix npoananusuposana JJHK, seipenennas
us obpasuos nuasmonutom. Myranuonnsiii cratyc renos KRAS u NRAS
M3y4aJu METOAOM BbICOKOINPOUSBOLUTENBHOIO CEKBEHUPOBAHUS C IO~
TBEpIK/IeHNeM HaXOO0K MeTofoM cekBeHnposanus 1o Conrepy. s cratn-
cTuueckoii 06paboTku npumensiiu kpurepuit Guiuepa.

Peayabrarst u o6cyxaenne. Penxue myranuu renos KRAS u NRAS
JOCTOBepHO yalue Berpevanuch B omyxosesoit cu/IHK no cpasnenuro
¢ cyberparom kocrHoro mosra (p = 0,006) u 6bu1u BbisiBaens: B 13 ciyua-
ax. Hamu sameueno, uro Hanu4Me y nauueHTOB HEKJIACCMYECKMX MYyTa-
uuit renos KRAS/NRAS B kaxoit-mnbo onyxoseBoii JOKaJIU3anuu acco-
LUMPOBAHO € pasdaudyHbiMU (akTOpamy HeGJIArONpUSTHOrO MPOTHO3A.
Ipu conocraBieHUN KAMHUKO-1a60PATOPHBIX NAPAMETPOB B TPEX IPyI-
nax OONBHBIX NPOC/EKEHA TEHAEHLUS K DO/lee YACTOMY BbISIBJIEHUIO LU~
TOTeHeTHYeCKMX abeppanmii BHICOKOrO PUCKA, MIA3MaTUYECKUX KJIETOK
B remMorpamme, 9KCTPameay JISPHBIX MJIa3MOLMTOM U pedpakTepHOro
TeueHus 3ab0s1eBaHMs B IpyIIe GONBHBIX C HEKJIACCUYECKUMU MyTallU-
amu renos KRAS/NRAS (rabnuua). Tax, uurorenernyeckue abeppauuu
BBICOKOT'O PUCKa BbIsiBaIeHbl y 69% GoabHbIX ¢ pefxumu mytanusamu, 56%
nauueHToB 6es myTanuii u Tosbko y 35% GOJMBHBIX € KJIACCHYECKUMU My~

rauusamu resos KRAS/NRAS (p = 0,0693) (rabauna).

3axmouenne. XKuakocrnaa 6uoncus npu MM mosxer npumenstbes
aus noucka pakTopos HebaronpuaTHoro nporuosa. [ lpeanonoxureasto
peaxue myrauuu renoB KRAS n NRAS moryt paccmaTpuBarbest Kak HO-
Bblil IPUBHAK MHO>KECTBEHHON MMEJIOMBI BBICOKOIO PUCKa, 4TO Tpebyer
NOATBEpPI K AeHUs Ha oJIblell BbIGOPKe GOMBHDIX.

Vcenenosanue soinosnneno npu ¢gpunancosoii nopaepsxke Poccuiicko-

ro Hayunoro pouna (PHD), npoexr Ne 25-25-20201.

Tabnuua. Conoctasnerne KNMHUKO-Ta6OPATOPHBIX NAPAMETPOB B 3 rpyn-
nax 6onbHeix MM

Bonbbie MM B 30BMCMMOCTH OT HanMums MyTauuii B renax KRAS/
NRAS v 3atpomyToro nokyca (n=103)
Mapamertpsi p
Knaccmecxﬁm MyTa- Hemaccme_cmn Bes myraumi, n =59
ums, n=31 myTtaups, n=13
Lntorenetnieckue abeppaumnu 0,0693
Bricokoro pucka 11 (35%) 9 (69%) 33 (56%)
CraHaapTHOro pucka 20 (65%) 4(31%) 26 (44%)
Crapus no ISS 0,71
Il 6(19%) 3(23%) 9 (15%)
Innn |l 25 (81%) 10 (77%) 50(85%)
Tnasm. KneTku B KpoBY 0,0647
bonee 5% 0 2 (15%) 2 (3%)
Menee 5% 31(100%) 11(85%) 57 (97%)
Tun cekpeunn napanpotenta 0,24
D 2 (6%) 1(8%) 1(2%)
G /A/B-) 29 (94%) 12 (92%) 58 (98%)
Mnasmouutomsl 0,37
Ecto 19 (61%) 10 (77%) 32 (54%)
Her 12(39%) 3(23%) 27 (46%)
DKCTPAMEAYNAPHBIE MIIA3MOLUTOMbI 0,0442
Ecte 2 (6%) 3(23%) 2 (3%)
Her 29 (94%) 10(77%) 57 (97%)
PedpaktepHoe Teuenme 0,0701
Ecs 2 (6%) 2(15%) 1(2%)
Her 29 (94%) 11(85%) 58 (98%)

Cypenkoe A.A.', Osupnbik B.H.!, Kynukos C.M.", 3o3yns H.U."2
KJIMHUKO-JIABOPATOPHASI XAPAKTEPUCTUKA ITAIIMEHTOB C ITIPUOBPETEHHOM TEMO®UIAEN

'®DrBY «HMULL rematonormms Munsapasa Poccuu; 2OTBOY BIMO «Poccuiickuit yuusepentet meamumnb> Munaapasa Poccum

Beenenue. [Ipuo6perennas remodunus (IIT)) — sro opdannoe na-
PYylueHue CBEPTbIBAHMS KPOBH, BO3HUKAIOLEE B pesysbTaTe 0OpasoBaHus
I/IHFI/I6VIP_y10LLLI/IX ayroanturen k muasmennomy FVIII, uro knmunueckn
[POSIBISETCS B BUAE KPOBOTEUEHUIl PA3IMIHON JOKAIU3ALUN U UHTEH-
cuBHOCTH. B oTeuecTBeHHOI sMTepaType NpeacTaBIE€Hbl HEMHOIOYHC-
AeHHble nybaukanuu, nocsswennse 11, koTopsle B ocHOBHOM orpanu-
YMBAIOTCSl OMMCAHUEM OTHENBbHBIX KJIMHUYECKUX Cllyuaes 3aboJeBaHusL.
IToaromy GbL10 npuHsTO peienue o cozaanuu Ha 6aze GI'BY <HMUL]
remarosnorun» Munsapasa Poccun perucrpa Goawsupix 1L, koropsrit
6bI 103BOMINI 06OBOLIUTD yrKe UMEIOLIMeCs JaHHbIE, & TAKKe NPeJOCTABUTD
YHUKAJIbHYI0 BO3MOKHOCTb /IS U3yUeHUs KIMHUKO-Tab0paTOPHBIX Xa-
PaKTEPUCTHK NALMEHTOB B POCCUNCKOM MOILY LY.

Iens paGorsr. [lpeacraButs kanHMKO-1a60paTOPHYI0 XapaKTepH-
cruky nanuenTos ¢ [, Bkiouennsix B perucrp.

Marepuanbt n meroapt. B nepuon ¢ 2008 no 2024 r. saperucrpupo-
BaHo /6 nauuenros B Bodpacre ot 21 no 87 ner (Me = 63 rona) ¢ Bepu-
dunuposannbim guarnozom [T 17 (22%) myskunn u 59 (78%) sxenuun
(coornomenue 1:3,5). B peructp Brmouanucs aanubie o nemorpaduue-
CKMX, aHAMHECTHYECKMX M KJIMHUYECKUX XapaKTEPUCTHKAaX OOJIbHBIX,
peayJibTaTax JabopaTopHOro 0bCIe0BAHUS U JIeUeHUsL.

Peayabrarbl u o6cy»xpaenne. Ananua aemorpapuuecKux AaHHbBIX
[AEMOHCTPUPOBaJ OMMOAAJIbHOE TI'eHEePHO-BO3PACTHOE pAacHpe/iesieHre
GoJbHBIX C NMKaMU B AByX rpynnax. [lepsblii 1Mk — npenmyiuecTBeHHO
JKEHIUHBI penpopykrusHoro Bospacta or 21 go 40 ner (Me = 31 rop).
Bropoit — nuua crapmeit Bospacrroit rpynmnst ot 61 go 80 ser (Me = 71
ron). Y 48 (63%) naunenTos 3abosnesanue G110 ACCOLMUPOBAHO C Pasany-
HBIMU comyTcTByommumu cocrostnusimu: y 20 (26,3%) — ¢ GepemeHHOCTBIO
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u pogamn, y 14 (18,4%) — ¢ ayroummynubimu saboneBanusimu, y 8
(10,5%) — co snoxauyecTsenHbIMU HOBOOOpasoBanusimu, y 6 (7,8%) —
¢ undexkuuonnbimu szabonepanusmu. Kaunuueckas xapruna 1IN xa-
PaKTepU30BaJach IPEUMYIUECTBEHHO KPOBOTEYeHUSAMU
y 52 (68%) naunentos u nerxumun — y 24 (32%) coorsercrsenHo. Y 61
(80%) GonbHOro KpoBOTEYEHMS HE UMENINM HUKAKMX MPEANOCHIIOK U MO~
apasiiuce cnontanto, B 15 (20%) ciyuasx 6bUIM NIPOBOKALMOHHBIMU —

TAXKEJIbIMU

BOBHMKAJIU B Pe3ysbTare ObITOBBIX TPABM M MHBASUBHBIX MeJULMHCKUX
Bmetuareabcrs. [emopparudeckuii cunapom y 69 (89%) naunenros Gbun
MpPEeACTABJIEH FeMAaTOMaMM MATKUX TKaHEH, PE)Ke BCTPEYATUCH OKXMMOSbI
u nerexun — y 16 (21%), marounsie xposoreuenus — y 11 (15%), kpo-
BOTe4ueHMs U3 mouesbBogsamux nyteit — y 9 (12%), nonocru pra, gecen
u seBa — y 9 (12%), remaprpossr — y 8 (11%), sxenymouno-kumeuansie
kposorevenus — y 7 (9%), Hocosble kposoreuenus — y 6 (8%), sabpio-
wunHble rematombl — y 5 (7%) nanuentos. Y 41 (64%) nauuenra coue-
TaJI0Ch HECKOJBKUX remopparudeckux nposisiaenuii. CornacHo peaysibra-
tam snaboparopuoro obcnenosanus AYTB onpenensiiocs B nuanasone
ot 45 10 220 ¢ (Me = 103,4 ¢), aktTusnocts FVIII — ot 0,1 mo 18,1% (Me =
1,2%), tutp unruburopos FVIII — or 0,9 go 5240 BE (Me = 22 BE).
Bosuanounsiit antukoaryssut 6su1 noprsepaaen y 20 (31%) ua 65 nauu-
enrtos. OTmeuasnoch yBennuenue koHueHTpaunu dpaxropa Bunnebpanaa
v 40 (69%) us 58 Gonbubix (Me = 177%).

3axaouenne. [lpencraBienHble pesyabTaTbl MO3BOJSIOT OIpe-
AeNUTb OCHOBHBIE KATErOPUM NALUEHTOB, IIOJBEPIKEHHBIX PA3BUTHUIO
3abosieBaHMs, a TaKye NPOLEMOHCTPUPOBATH BAXHbIE KJIMHUYECKUE
u nabopaTopHble XapaKTePUCTHKM, NATOIHOMOHUYHbIE [Js1 NAal{UeH-

ToB ¢ [1I.



MPUNOXEHME 1

Tenswos M.A.", Ucunoea I'A.", Hakacroes U.M.!, ®upapoea 3.1."?, lanoHosa T.B.!

NMMYHOCOPBIIMA KAK METOA ITPEOJOJIEHUS PEOPAKTEPHOCTU K TPAHCOY3MAM KOHIEHTPATA TPOMBOLIMUTOB

'®DrBY «HMUL rematonormns» Munsapasa Poceuu; 2OTBOY BIMO «Poccuiickmit yrusepenter meamumib> Munsapasa Poccum

Beepenne. Pedpaxreprocts k TpaHcdysusim KOHLEHTPATOB TPOM-
6ouunros (KT) sasnsercs cepbesnoit npobiaemoii y nauueHTos, HyKAalo-
LMXCS B MHOTOKPATHBIX MepesnuBanusix. Jacrora ee passuTusi Hampsi-
MYI0 KOPPeJIUPYeT ¢ KOJMYECTBOM HPeblAYInX TpaHcysuil U ypoBHEM
annonmmyHusaunu. [lpu uMmMyHHOM reHese pedpakTEpPHOCTH C BBICO-
KMM TUTPOM aHTUTPOMOOLIMTAPHBIX AHTUTEN MOXKET PUMEHSATHCS OJMH
U3 METO/I0B DKCTPAKOPNOPAaJbHAsl FeMOKOPPEKIUSl — CeJeKTUBHAsl MM-
MyHocop6uus. DTa NpoLeAypa OCHOBaHA Ha M306UpaTeIbHOM yAAJIeHUU
MMMYHOIIOOYJIMHOB U3 IJ1a3Mbl KPOBH.

Ieas paGotsr. Ouenuts 3¢ dekTUBHOCTD CETEKTUBHON MMMy HOCOP6-
uuu s npeonosenus pedpaxrepuoctu k rpancdysusm KT.

Marepuanbt u meroant. Onucan ciydail mauueHTa ¢ AMarHO30M
OCTpBI MUeNOUHbIH Jeiikos (nebnaronpustubiii puck ELN 2022). B pe-
3y/IbTaTe MHTEHCUBHON Teparuu passBuiaach riybokas TpombonuToneHns
C YMepeHHBIMU TIeMOPpParMueCKUMHU OCJIOMHEHUSIMU U pedpakTepHo-
creio k nepenusanusim KT ¢ mocrrpancdysvoHHBIMU OCTOMHEHUSMU
B Bujie (peOPUIBHBIX HEreMOIUTHYECKUX peakuuil. [as npeogonenus

pedpakTepHOCTH ObLI IPUMEHEH KyPC CeJIeKTUBHON ummyHocopbuuu (3
npouenyps) Ha annapare Spectra Optia (Terumo BCT) ¢ ucnonbzosanu-
em kosonox «Mmmyno-Anconax» (IIOKAP/). Cpeanuit 06vem obpaba-
ThIBaeMOi masmsl 3a npouenypy cocrasua 3000 mir. AnTukoarynsiHTHas
MO/ EPKKa MPOBOAMJIACH ¢ momomisio pactBopa ACD-A.

Peayabsrarer u o6cysxaenue. [locae Bropoii mpoueayps npekpartu-
auch mnoctrpancdysronnsie peakuuu. llocse Tperbeil mpoueaypbl 3a-
¢ukcupoBan npupocT TPOMOOLUTOB Ha CJEAYIOWMUIT eHb MOC/Ie TPaHC-
¢dysun (no 21 000/mka) u perpeccupoBas reMopparuyeckuii CUHIPOM.
OcJ05kHeHMIT B XO/ie IPOBEJEHUS UMMYHOCOPOLUU He OTMeYeHO.

3axouenne. [lpumenenue cenexTusHON MMMyHOCOpOLMU TpOse-
MOHCTPUPOBAJIO BbICOKYI0 dderTUBHOCT U Ge30nacHOCTh B Ipeosio-
nenun angoummynnoit peppaxreproctn k KT, nossonus Boccranosuts
addexTrBHOCTL 3aMecTUTENBHO TPaHChY3UOHHOI TepamuK U KyTHUpoO-
BaThb remopparuyeckue ocjoxkHenus. Merog mosxer paccmarpuBaTbest
KaK TepaneBTHYeCKas OMLUS Y NALUEHTOB ¢ pe)PaKTEPHOCTbIO, ACCOLUHU-
POBaHHOM C HAJMYUEM AHTUTPOMOOIIMTAPHBIX AHTUTE.

Temnsikoea tO.P., Oyaunna IA., BopyHosa H.A., Mateeeea E.A., Bupxunesa M.b., A6pamos U.C.

MUKPOBMOMHBIN KOMITAC: OT O9MIIMPUYECKON TEPAIIMM K ITIEPCOHAJIM3MPOBAHHOM ITPOOUIAKTUKE
JKUBHEYTPOXKAIOIINX OCIOXKHEHUN XUMUOTEPAITMA B TEMATOJIOT AN

BY3 «MKHL nmern A.C. JTornnosa 13M»

Beepenue. Passutue sxusneyrposkaronux nHpeKIIMOHHBIX OCIOKHE-
HUIi, TAKMX KaK CEICUC U HEHTPONEHNYECKUIi SHTEPOKOJIUT, Y NalMeHTOB
Bo Bpems xumuorepanuu (XT) nenpenckasyemo ¢ momowpio crangapt-
HBIX METOJIOB.

Iens pa6orel. VMaentudunuposars 10 Havasa XMMUOTEPATIMHU Crie-
nuduueckre NpopUIM KUIIEYHOTO MUKPOOHOMA, ACCOLUUPOBAHHBIE
C BBICOKMM PUCKOM MH(PEKLIUOHHBIX OCI0M HEHUI, /ISl Iepexo/ia K Hepco-
HAJM3MPOBAHHON NPEBEHTUBHON CTPATETMU BE/IEHU S TIALUEHTOB.

Marepunansr u meroasl. B npocnexTuBHOE McCiIenOBaHME BKJIIOUEHO
40 nepBuunbIX remarosornyeckux nanuentos. B rouxax go XT (T0), na 3-m
kypce (T1) n npu sasepuwenun XT (T2) nposoaunu sabop kana u xkposu.
Meroauka uccneposanus: nosnHoreHomuoe cexsenuposanue, VIDA (dbe-
KaJbHBIH KaJbPOTeKTUH, d-l-anTutpuncun). Ananus: 6uonndpopmaruye-
ckast 06paboTKa JaHHBIX, OLEHKA Pa3HOObpasusl, KJaacTepusanus.

Peayabrarst u 06cysxaenne. [lo faHHBIM MCXOHOTO COCTOSHUS MU-
kpobuoma (T0) unentudunnposann 4 Ki104eBbIX NATTEPHA, ACCOLUUPO-
BaHHBIX C BBICOKMM PHCKOM OCJIO)KHEHHUH.

1. Puck rpamorpunarensHoi
Enterobacteriaceae (>30%) + penywxuus Lachnospiraceae.

TPAHCJIOKALMU: [JOMUHUPOBaHUE

2. Puck rpamnosioxkurenbHON GaKTepUeMUM: MACCHBHASI 9KCHAHCHUS
Enterococcus/Streptococeus spp.

3. Puck «mukpobHOro kosjanca»: 9KCTPEMaslbHO HUBKOE allb-
da-pasnoobpasue u monogomunuposanue (>50%) oanoro Buaa (nanp.,
Bacteroides spp.).

4. CHBP-nono6Hblit naTTepH: MOBBILIEHUE [JOJU OPAJIbHBIX TAKCOHOB
(Veillonella, Granulicatella).

BoisiBneHHble U3MeHeHUs B cocTaBe MUKpoOOMOMa [0 Hayasna Kypea
XT xoppenupoBaiu ¢ ypoBHSIMU MapKepOB BOCHAJEHUS M HPOHHLAEMO-
crn kumeunuka. Ha ux ocnose npennoskena «Kapra mukpobuoro puckar»
LISl TPEBEHTUBHOM CTPATUPUKATINY TAIMEHTOB B KJANHUYECKOI TPAKTHKe.

3axsrouenne. Ananus mukpobuoma o nauasna X1 nossossier Bbise-
JIMTh NaLMEHTOB C HAUXYALIMM IPOrHO30M U 3aJ0KUTh OCHOBY /ISl [IPO-
AKTMBHOIO yIpaBJEeHUs PUCKAMH, EPEXOAs OT SMIMPUUECKOIl Tepanuu
K TepCcOHaIM3UPOBAHHON poduIaKTHKE.

Tuxomupoea M.A., Hukonaee M.10., Porauera 0.A., Bnacoea l0.10., Cmuprosa A.T., Bonkosa A.Il, Cnupuponoea A.A., Monoea M.O.,
Buikoea T.A., 3y6aposckas JI1.C., Kynarun A 1.

AHAJIN3 KT-ITATTEPHOB MHBASMBHOI'O MYKOPMUKO3A JIETKHUX 1 CPOKOB OOEHKN OTBETA HA TEPAIINIO

DreY BO «[epeuiit CankT-lNeTepbyprekuil rocynapCTBEHHbIN MeaNUMHCKIA yHBepeuTeT nmern akaaemuka W.I. Masnoso» Munsgpasa Poccnm, HAW LOMMT um. PM. Top6auesoi

Beepenne. Myxopmukos — arpeccusHas nH(EKUMS € MOJHU-
€HOCHBIM TeYeHUeM M BBICOKMM YPOBHEM JIETAJbHOCTH, Tpedyrouias
He TOJIbKO PaHHEeH JMarHOCTUKM U He3aMeIJIUTeJbHON aHTVl(i)yHr‘aJ'[bHOI‘/JI
Teparuy, HO U XUPy PriuuecKoro Bmewareabersa. Kirouesyro poss B qua-
ruoctuke urpaet komnbiorepuas tomorpadus (KT), koropas nossossier
BU3yaJIN3MPOBATh XapaKTEPHbIE U3MEHEHNS U OTCJIEKMBATh AMHAMUKY.
BasxHo#t 3ajaueil sBasSeTCS ONpENENUTh OTBET U CPOKHM OLEHKH OTBETA
Ha Tepanuio.

Iens paGoTsr. M3yunurts peHTreHONIOrNUECKY10 KAPTUHY MyKOPMUKO-
3a JIETKMX, OTBET U CPOKMU JOCTHIKEHMS OTBETA HA TEPATIHIO.

Marepuanst n meropst. [lposenen perpocnexrusnbiit anaans KT
U MeAMLMHCKON fokymeHTauuu 20 NaLMeHTOB C JErouHBIM MYyKOPMHUKO-
som, naxopusiuxcs Ha gedenuu 8 HUW IOTuT um. P.M. Topbauesoii,
XapakTepuCTHKa npejcrasieHa B tabauue. Ha ocHoBanuu kpurepues
EORTC/MCG 2020 y 5 naunenros (25%) ycraHosien auarnos poka-
3aHHOro Mykopmukosa, y 15 (76%) nauneHToB — BepOSTHBIA MyKOpMU-
ko3. ¥ 2 nanuentos (10%) ormeuanoch couetaHHOE MOpa’keHME JETKUX

1 OKOJIOHOCOBBIX masyx, y 1 naunenta (6%) — nopaskeHue Jerkux u ce-
nesenxu. [lepuon HaburoeHUs OnpeaesIscs ¢ MOMEHTA TOsIBJeHU s Mep-
BbIX n3meHeHui serounoit kann Ha KT no monnoro orsera nnu cmepry,

Tabanua. XapakTeprcTKa NAUMEHTOB

Xapaktepuctuka Mcenepyemas rpynna, %, n= 20
Meanara sospacta 42 (2-67)

MyxunHbl 75(15)
OcHoBHo anarko3

OM 40(8)

XMN 10(2)

mac 10(2)

Npyrve 40(8)

MaumenTsl nocne TTCK 70 (14)
Tun TpaHcnnaHTaLUM

Anno-TrCK 65(13)

Ayto-TICK 5(1)
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menuana 66 nueit (9-535 nueit). Ha ocHoBanuu mnosydeHHbIX AaHHBIX
U faHHBIX sguTepatypbl 6bu10 Boiaeneno 6 KT-narrepnos. Kaskpomy na-
nuenty nposopuauch nosropusie KT (cymmapno 108 uccireposanmii)
IJIS OLEHKYW AMHAMUKHU M3MEHEHUH M OTBETa Ha Tepanuio (COrIacHO KpH-
repusm EORTC/MCG 2008).

Peaynbrars u o6cyxaenue. Y 14 naunentos (70%) na momenr sxuio-
YyeHUs B MCCJE0BAHUE ONpefessuach Helitponenus 4-it crenenu. Yaie
scero npu nepsoii KT nabnonanu ouarn/y4actky KOHCOMMAALNY € CUMII-
Tomom «raso» (65% 13/20). ITpu nunamuueckom HabTIOAEHUHN OTMEYATOCH

Puc. Sankey-aMarpamma, nokassieaowas AMHAMKUKY OTBETOB HA TEPANMIO Yy NALWUEHTOB C NON-

HbIM OTBETOM

yMeHblUeHUe A0JM NauueHToB ¢ HelTponenueii 4-it crenenn (70%—0%),
[pU CTATUCTUYECKOM aHaju3e Oblia BbISBJIEHA 3aBUCHUMOCTb MEXJY
ypoBHem Helitpoduinos u xapakrepom KT-usmenenuit: gecrpyxrusnble
M3MEHEHMsI JIETOYHON TKaHM (LEHTPAJbHBIA HEKPO3 M MOJIOCTH) BCTpe-
YaUCh UCKJIIOUUTENBHO MpU abcommoTHOM uncae neiirpodunos >500 ka/
mra (p = 0,021 up = 0,001 coorsercrenno). [Lns Toro uto6s! onpeseauTs
ONTHUMAaJbHble CPOKM OLEHKHM OTBETA Ha AHTMMUKOTHYECKYIO TEPAIIMIO,
BraIOYatonLyio amdorepunnn B nan nsasyxonasos, Gbun MpoaHaIM3u-
posanbl paunsle 12 nanuentos (60%) c nosubim orBeToMm, cpean Hux 8
naunenTtos (67%) — ¢ xupyprudeckum Jjedenuem, 4 na-
nuenra (33%) — 0Ges XUpPYpruueckoro JjeueHus, 3a AeHb
0 mpuHSIM feHb Hayaaa TEPANMM, MOJTYy4YEHHBIE JaAHHBIE
npencrasiaeHsl B Bume Sankey-nuarpammbl Ha puCyHKe.
Vcxonst U3 NOMyYeHHBIX AaHHbIX, IEPBYIO OLEHKY addek-
TUBHOCTU NPOTUBOrPUOKOBOI Tepanuu MoXHO NPOBOJAUTH
4epes 8 nHeit or ee Hauaua. Mennana or Hayana Tepanun
[0 TIOJHOI'O OTBETA y NALMEHTOB C XUPYPrUYEeCKUM Jlede-
nuem cocrasuna 34 pus (16-158), Ges xupypruuecxoro
neuennss — 206 mmeit (71-230). JleranbuHocTs B 06IIEit
rpynne cocrasuia 60% (12/20), npeobaanaomumu npu-
uuHamMu ctaau uHdeknuonHbe ocnoxHenus (42%), peun-
nuB ocHoBHOrO 3abonesanus (25%).

3akaouenne. Hanbosee uacto Berpeyarommumes us-
menennem Ha nepsuanoit KT saBasercs cumnrom «rano».
[losiBnenue JeCTPYKTUBHBIX M3MEHEHUI JIErOYHOM TKaHU
(aexpos, mosocru) crarucrmuecku sHadumo (p < 0,05)
KOppeJMpyeT ¢ BOCCTAHOBJIEHUEM KOJIMUECTBa HeHTpodu-
n0s y manumentos. [lepsuunyio ounenky asddextusnocTn
Tepanuu MO’KHO POBOAUTH Yepes 8 aHell oT ee Havasa.

Tymsn .C.', Cemenora A.A.', Epmakosa tO.B.2, Yynpakoea A.C.5, Yeproera A.MN.#4, Pponoea M.B.>, Muxaiinoea H.b.4, Pepopoea J1.B.5, Cepatok O.1.7,
Camapura C.B.%, Hukonaesa H.B.%, Jlsicenko M.B.%, Myxapnamosa J1.9.'°, Xycannosa H."°, Mepeepeea H.B."", Manracapoea 9.K."2, KyewuHos A.1O.3,
Hoeuukuit A.B.', Kapsruna E.B.', lenncora B.B.'%, Mocnenoea T.M.'%, Heuynaesa U.H.7, Oeptoxuna K.C.'%, Ta6eesa H.I.'2, 3eoHkoe E.E.'?, Bopobbes A.[l."7,
Camoitnoea O.C.", batyxtuHa t0.B.?°, 3ykos P.A.?°, babuy E.H.?', Anekcangpoea T.H.?2

POLA-R-CHP B IIEPBOI JIMHUU TEPAITNU JUD®Y3HOM B-KJIETOYHOY KPYITHOK/JIETOYHOY JTUM®OMBL
JAHHBIE PEAJIBHOM KJIMHUYECKOM IPAKTUKY B POCCUCKO OEAEPALIAN

'DrBY «HMULL onkonormn umenn H.H. Broxuna» Munsapasa Poccuy; 2IBY3 «Camapckuii obnacTHoi knunmnyeckuii onkonorudeckuii aucnancep», Camapa; *F6Y3 KO «Llentpans-
Has ropoackas knuHuyeckas 6onsHuua», Kanununrpag; ‘MY 3 «Canexapackas okpyxHas knunnueckas 6onbhuua», Canexapa; °bY3 BO «Bonoroackas obnacTras knmHuyeckas
6onbHuua», Bonoraa; “HUW AOTUT um. PM. Top6ayesoii MCIEIMY um. akaaem. W.M. Maenosa, CankT-MNetepbypr; TBY3 «Knunnueckwit onkonornueckuit aucnarcep N2 1»
MunncTtepctsa sppasooxparetmns Kpacroaapckoro kpas; *PIBYH «Kuposckuit HayuHo-nccnenoBatensckmii MHCTUTYT remaTonoruu u nepenveaus kposu PepepansHoro meamko-
6uonoruyeckoro arentctea, Kupos; “®rbY «HMULL onkonorms Munaapasa Poccun, Poctos-na-Lony; '°TAY3 «Pecnybaukanckuii knunmudeckuii onkonoruyeckuii aucnancep M3 PT
umenn npodeccopa M.3. Curana», Kazans; ''"CM6 [BY3 «fopoackas knunmnyeckas 6onbrnua N2 31», Cankt-Metepbypr; “DIEY «HMULL rematonormms Munsapaea Poccum, Mock-
8a; *PIBY «Poccuiickuii HayyHo-mccneaoBaTensckmii MHCTUTYT rematonoruu v Tpancdyavonorun Peaepansroro meamnko-6uonornyeckoro arentctsa», Cankt-lNetepbypr;
1“CM6 MbY3 «lopoackas 6onbrmua N2 155, Cankt-Metepbypr; POIEHY «Hayuro-uccnenosatensckuii MHCTUTYT GyHAAMEHTANBHON W KNMHWUYeCKO nmmyHonorum » (HUDKI),
Hoeocnbupck; '°TbY3 HCO «focynapcTeennas Hosocnbupckas obnactas kamnuyeckas Gonsrmua», Hosocnbupcek; "TBY3 HCO «fopoackas knnnnueckas 6onbHmua N2 25,
Hosocubupck; '8TY3 «3abarikansckuii kpaesoit onkonormyeckuit aucnanceps, Yura; Y3 HO «Huxeroponckas obnactras knunmdeckas Gonbrnua um. H.A. Cemawko», HuxHuii
Hogropoa; 2°KIBY3 «KKKOL nm. A.N. Kpeixarosckoros, Kpachospck; 2'BY XMAO «OkpyxHas knunmdeckas Gonsrnuas, XanTs-Mancuiick; 2TAY Pecny6auku Caxa (SkyTus)
«Pecnybnukarckas 6onbrmua N° 1 — HaumoHansHbi uentp meanumysl um. M.E. Hikonaesas, Axkytck

Beepnenue. [lonarysymab seporun saperucrpuposan B PD B 2022
Fo}ly JJIs1 Tepal'll/ll/l IIanMreHTOB C Bl‘lepBble }:[Vla,FHOCTl/IpOBaHHOI‘/JI ﬂ”¢¢)y3-
Hoit B-xpynHoxserounoit aumdonmoit, ¢ 2024 r. pexxum Pola-R-CHP sre-
CeH B KJIMHMYECKUE PEKOMEH/IAIMH [JIs JIEYeHUS] TAKUX MAalMeHToB. B Ha-
croslell paboTe MpeACTaBIeHbl Pe3yJbTaThl NEPBOrO arperupoBaHHOrO
ONbITa NPUMeHeHUs TosaTy3ymMaba BefoTuHa y nauuentos ¢ auddyanoit
B-kierounoii kpynHokseTouHol 1umQOMOH, paHee He MOJLYUaBIIMX Jle-
JeHUe, B HECKOIBKUX MeANIMHCKUX neHTpax Pocceuiickoit Mepepanum.

Iens paGorsr. Onucars nepsoiii 06beAMHEHHBIN ONBIT TPUMEHEHHST
pexxuma Pola-R-CHP B neppoit iunuu Tepanuu y naumeHTos ¢ Brepeble
nuarnoctuposantoil JIBKJI 8 PD u ouenuts ero adppexrusnocts u Ges-
OIACHOCTH B YCJIOBUSIX PEAIbHON KIMHUYECKON IPAKTUKH.

Marepuanst nu meToasl. B perpocnexTnBHOe MccIe0BaHNE BKIIOYA-
JIVCh MAIUEHTHI C and)d)_ysﬂofx’l B-xnerounoi KPYITHOKJIETOYHOM .nmvui)o-
MO, IOJLyYUBIINE PESKUM C MONATY3yMabom BEIOTHHOM B epPBOii JTUHUY
tepanuu. Brioueno 63 nanuenros us 21 uenrpa PM. Mexnana sospacra
65 ner (o1 23 o 82), my>kunn — 63% (40/63). Pacnipocrpanennsie [11-1V
crapuu ycranosnenst y 58 (92%), cratyc no ECOG > 2 — y 48 (76%),
bulky disease 27,6 cm — y 35 (55,56%) nanuenra. Cornacto mexayHapos-
nomy nporuocrudeckomy unpexcy (IPI) 55 (87%) mauuenrtos Bxopmnn
B IPyTIILy IPOMEXKYTOYHO BHICOKOTO MU Bbicokoro pucka (3—5 6anos).
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Peayabrarer u obcyxpaenne. Ha moment cpesa mammpix (Hos6pnb
2025 r.) meamaHa KoJaMuecTBa LMKJIOB Tepanuu coctasuia 6 (or 1 mo 6
nukjoB tepanun). Y 76,2% (48/63) nanuenTos Ha MOMEHT OKOHUAHUS Jle-
uenus orser ouenusaiucs ¢ nomoisio [IOT/KT, us nux y 81,3% (39/48)
6bu1 saduxcuposan moausiii merabommueckuit orser (DCI-3). Ilocae
3 uMKJI0B Tepanuu nosHas pemuccus Oblia pocrurnyra y 61% (38/63).
W3 uncna naumeHTOB C 4aCTMYHBIM OTBETOM mocie 3 Kypcos (n = 22),
63,6% (14/22) yrny6unu oTBeT 10 MNOJHOrO MOC/IE 3aBEPLIEHUS TEPAIIUU.
Cepbesnble HexxesaresabHble siBjaeHus passusaaucs y 41,3% (26/63)
u BKJIo4aau: Hefitponenuto — 38% (24/63), nepudepuueckyio neitpona-
o — 1,6% (1/63), romnory — 19% (12/63), undexuun — 4,8% (3/63).
CHusKkeHMe 030MHTEHCUBHOCTH J1060r0 13 npenaparos otmeuero y 9,5%
(6/63) nauuenTos, Tonbko noaarysymaba segoruna — y 4,8% (3/63) na-
nuenTos. Ha momenT cpesa nanupix B sxusbix 6utu 55/63 (87,5%) nanu-
enra, 8 (12,7%) ymepan (3 — BeseacTBHE IPOrpecCUpOBAHUS OCHOBHOIO
sabonesanus, 2 — no npuuune HS, 3 — no unbim npuunnam). [pu me-
nuane Habmogenus: 20,7 mecsana meauannl obmeii seixkusaemoctu (OB)
u BbiKMBaeMocTH 6ea nporpeccuposanus (BBIT) ne nocturnyter, 24-mec.
OB cocrasuaa 87,5%, 24-mec. BBIT— 84%.

3axuaiouenne. [lepsoiit 06begunennblil onbiT npumenenns Pola-R-
CHP B P® noxasan Bricokyio apdextusnocts y naumentos ¢ JBKJI



B MepBOH JMHUM Tepamuu, OOJBIIMHCTBO KOTOPHIX MMENU BBICOKMIA
puck nporpeccuposanus (IPI 3-5). IIpoduab 6esonacnoctu pacuenn-
Baercst Kak OunaronpusTHbiil. [losyueHHble peaysbTaThl CONOCTABUMBI

MPUNOXEHME 1

¢ pannabimu KUY n gemoHCTpHpy 0T XOpOILy 0 BOCIIPOMBBOAUMOCTD HO-
soro meroza seuenus: [IBKJI B nepsoii inHnm B peanbHOM KIMHIYECKON
NpaKTHKe.

@acrosa E.A., Moapesos H.MN.!, Manracaposa 1.K."2, 3eoHkos E.E."2

POJIb TTOJITEPKBATOIIEN TEPAITIM MHTUBUTOPAMU PD-1 IIOCJIE AYTO-TT'CK ¥ BOJbHBIX KJIACCUYECKOM JTUM®OMOMN
XO/IPKKMHA C BBICOKMM PUCKOM PELIMJAMBA 1 ITPOT'PECCUPOBAHUS

'®PrBY «HMUL rematonormns Munsapasa Poceuu; 2OTBOY BIMO «Poccuiickmit yrusepceuter meamumib> Munaapasa Poccum

Beepennue. Cranaapr edenus npu penuausupyomem uiau pedpak-
TepHOM TeueHuM kaaccudeckoit tumdombl Xopukuna (kJIX) — rpanc-
[UIAaHTaLMs Ay TOJIOTMYHBIX eMOINOSTUYECKUX CTBOJIOBBIX KJIETOK (ayTo-
TI'CK), ogmako puck mosropHOro penuausa, mo gaHeim Moskowitz
C.H., nocruraer 60%. [lns ynyumenus adexrusnocru ayro-TT'CK Bos-
MO’KHO IPOBEeHUE MO AePIKUBAIOLIE] Tepanny HOBBIMU KJIACCAMU TIpe-
naparos. OPpeKTUBHOCTb NOAepIKUBatOLIeil Tepanuu GpenTykcumabom
BEJOTMHOM B HACTOSIIMI MOMEHT XOpOIIO u3y4eHa u gokasana. Opnaxo
OTCYTCTBYIOT AOCTOBepHBIe AaHHble 06 adpdexTuBHOCTH MOAAEPKUBAIO-
1iel repanun MHFI/IGMTopaMM PD-1.

Ieas paGorsr. Ouenuts o ek TUBHOCTD N0 AEPIKUBAIOLIEl Tepanun
nusoaymabom nocue ayro-TI'CK y 6onbubix kJIX BRICOKOTO pHcKa peun-
JMBA U IPOrPECCHPOBAHUSI.

Marepuanst n meroasl. B perpocnexrusnbiit anaaus sxioueno 104
Goabubix: myskunn 59 (56,7%), sxenmun 45 (43,3%), meauana Bospacra
cocraBuaa 32 (18-57) roma. [Inarnos kJIX ycranosnen B coorBercTBUM
C KJIMHMYECKMMU peKomeHAauusmu. Beem GosbHBIM fust HOATBEpIKAe-
nus p/p kJIX nposopnsocs rucronoruveckoe U UMMYHOTMCTOXUMUYE-
cxoe uccregoBanus u [IOT/KT. Boabubim nposoguau 2 xypea Nivo-
BeGEV. IlporuBoonyxonesniii orBer ouenusanu mo aanaem 19T/
KT nocne 2 xypcos. Ilpn poctmixennn yacTuaHOro oTBeTa NMpOBOAMIN
ewe 2 kypca Nivo-BeGEV, npu nonnoit pemuccnn Boinonnsiach ayTo-
TI'CK. Iopaepsxusatomas tepanus Huoaymabom 3 mr/kr uau 40 mr

Puc. BCB y 6onbHeix ¢ p/p TeueHuem kJ1X ¢ BHICOKMM PUCKOM PeLMAMBA U NpO-
rpeccuposanus nocne ayto-TTCK ¢ 1 6e3 nogaepxusaioLei Tepanmen HUBO-
nymabom

BHYTPUBEHHO KaleJbHO NMpoBogusach | pas B [ABe Hefequ B TeyeHUe
rofa. AHaaua GOJBHBIX OCYIIECTBJSJICS PETPOCHEKTUBHO, B 3aBUCHMO-
cru or nosyuensoro nevenus: ayro- 11 CK ¢ nopaepskusaromeit repanueit
nusoaymabom u ayro-TT'CK Ges nopnepskusaroweit repanun. Bee Gonb-
Hble COOTBETCTBOBAJIM KPUTEPHUSM BLICOKOIO PUCKA PeLMAMBA W IPO-
rpeccUpoBaHMs MPU HAJIUYUM OJHOTO MJIM HECKONBKUX (PAaKTOpPOB: mep-
BUUYHO pepaKTepHOE TeueHUe, PeLUAUB MeHee ueMm uepesd 12 mecsues
HocJe 3aBeplIeHMs TepPAlluU NePBOH JUHUH, 9KCTPAHOAAIbHOE MOpasKe-
nue npu peunause. Ouennsanu obuyio soikusaemocts 1 BCB meronom
Kannana — Meitepa. Pasnuuns mexcay rpynnamu onpegessiu ¢ nomo-
wsio log-rank-recra.

Peayaprars: u chy)K/::e}me. B rpynmny ayro-TT'CK ¢ nogaepsxusaro-
uteit Tepanueit nusoaymabom sxonunu 57 (54,8%) Gonbubix, Ges mommep-
skupatowteit Tepanuu — 47 (45,2%). Meauana nabniosenus cocrasuia
25,3 mecsua, makcumanbubiil cpok — 80,5 mecsana. Mecaenyembie rpymnmnst
GOJBbHBIX 1O MPOTOKOJIAM JieYeHUs! OblIn cOaTaHCMPOBAHDI 10 OCHOBHBIM
napamerpam. Obmas BeiKMBaeMoCTh cocTaBuaa B obenx rpynmnax — 100%.
Tpexunernss BCB 8 rpynne ayro-TI'CK ¢ noagpeprxusaromeit repanneit
Husonymabom cocrasuna 91,8% [95% [N 84,0-99,6%] no cpasrenuio
¢ 77,8% [95% U 65,6-89,1%)] B rpynne ayro-TI'CK 6es noaaepsxusaio-
weit repanun (p = 0,047). s 4 saperucrpuposannbix cobbituil B rpynmne
ayto-TT'CK ¢ nogpeprxusaroweit repanueii B 2 ciyuasx peLuans passi-
€Sl BO BpeMsl IIPOBEe/ICHUs IOAAEPIKUBAIOLIEH Tepanuy, a B 2 — B TeueHHe
3 mecsies nocue ee sasepumenust. B rpynne ayto-TT'CK na 10 saperncrpu-
posannbIx cobbrtuit 7 (70%) npuxoannuch, Ha paHHUN PeLUUB, U3 HUX 2
(28,6%) — no 6 mecsaues, a 5 (71,4%) — or 6 no 12 mecsues.

3axrouenne. Y Gonbubix ¢ p/p teuennem kJIX, orHocamuxces k rpyn-
Ie BHICOKOTI'O PUCKA PEeLMAMBA U TPOTrPeCcCUpPOBaHU s, POBeeHHe TOALep-
>KUBalolell Tepanuu HuBoaymabom nociae ayto-TT'CK conpososknanocs
[OCTOBEPHBIM CHUIKEHUEM pasBUTHs penuausa sabonesanus (p = 0,047).

Tabanua. Xapaktepuctuka GonbHeix 8 8 p/p kJ1X (n=104)

Mopanerp N aon e | o wopo

Konuuectso, n (%) 57 (54,8) 47 (45,2)

Myxuntbl, n (%) 35(61,4) 24(51,1)

Kenuuusi, n (%) 22(38,6) 23 (48,9)
Megmana (ananason) sospacra, net 33 (19-56) 31(18-57)
B-cumntomsl go Nivo-BeGEV, n (%) 14 (24,6) 10(21,3)

|1l Crapma no Ann-Arbor, n (%) 15(26,3) 12 (25,5)

11X, 111, IV no Ann-Arbor, n (%) 42(73,7) 35(74,4)

[lsa v 6onee peunansa o Nivo-BeGEV, n (%) 7(12,3) 9(19,1)

Mopaxetue kocTHoro mosra, n (%) 6(10,5) 3(6,4)

Konuuecrso paktopos pucka = 1, n (%) 36(63,2) 30(63,8)
Konmyecrso dpakropos pucka > 1, n (%) 21(36,8) 17 (36,2)
Jlyuesas repanus nepen Nivo-BeGEV, n (%) 15(26,3) 15(31,9)
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POCCHUVICKUI OIBIT TPUMEHEHUS BUCIIEIIUDUYECKOTO CD20/CD3 AHTUTEJA INIODGUTAMABA ¥ ITALIUEHTOB C PEOPAKTEPHBIM
1 PEIVBUPYIOIIUM TEYUEHMEM B-KJIETOUHBIX INM®OM B PAMKAX PEAJIBHOU KIMHMYECKOU ITPAKTUKIA

'®OrBY BO «Mepsbii Cankt-TNetepbyprekuil rocyaapcTseH bt MEAULMHCKMI yHUBEPCUTET umern akagemuka M. Tasnoso» Munsapasa Poceuun, HAM AOMUT um. PM. Top6auesoit;
2OrBY «HMULL onkonorm um. HH. Broxunas Munzapasa Poccun; *F6Y3 «MMHKLL um. C.M. botkura A3M»; “@TBY «<HMWLL, rematonorums» Munsapasa Poccuu; *PIBY «<HMUL|
um. B.A. Anmasoea» Munsapaea Poccun; °TAY3 «PKOL um. npod. M.3. Curanas M3 PT, “PIBY «HMUL onkonorum um. H.H. Metposa» Munsapasa Poceuu; 8TBY3 «MKHKL
BonbHuua N2 52 [13Mb»; “TBY3 40 «OUKBE»; 'POO0 «DIMAC knuuuk Januno»; '"TEY3 «JTOKB»; 2[BY3 «CaxobnkannbonsHuuar, *OrEYH «KHUUTMK OMBA Poccmmy;
"“TBY3 «MO OOy, “TAY3 «PKOI» Munzapagea PB; " DIEY «POCHUUIT DMBA Poccums; "TAY3 «HOKLIO M dM»; "BPIBOY BO «Capatosckuii MY um. B.M. Pasymosckoro» M-
anpasa Poccuy; “TBY3 HO «HOKB nm. H.A. Cemawko»; 2°TBY3 CO «LUI'B N2 7 2! MPHL, um. AD. Ls6a — punnan PIBY «<HMULL pagnonorums Munaapasa Poccum; ?KIBY 3 «KKb»;
BDIbOY BMO «Poceuiicknit yuusepentet meanumnb> Muranpasa Poccum

Bsenenue. ['mopuramab (I'modu) npoaemoncrpuposan sbicokyio ad-
dbexTrBHOCTL M TpHEMIEMBIH TPODUIL TOKCHUHOCTH Y TIALUEHTOB C pe-
dpaxreprubim 1 pennausupyouum tedenuem (p/p) B-kaerounsix numdom
B paMKax KJIMHMYeCKnX nccaenosannit. OnHako naHHble peaJbHON KIMHU-
4eCKON NPAKTUKM OCTAIOTCS OPPAHMYEHHBIMH, B OCOOEHHOCTH B KOHTEKCTE
]lpyFI/IX MEeTOoa0B VlMMyHOTepal_ll/[Vl U 110CJIe10BaTeJIbHOCTHU UX HPVlMeHeHI/Iﬂ.

Iens paGorsr. [Ipoananusuposars peayabraTs! Tepanuu riaodurama-
6om y naumentos ¢ p/p B-knerounsimu numdomamu B peanbHO KIMHU-
YeCKOH MpaKTHKe.

Marepuanbt u meToabt. MHoroueHTpoBoe peTpoCneKTHBHOE HccJIe-
nosanue Brawounio 160 nanuenrtos ¢ p/p B-xnerounsimun J'II/IMCbOMaMI/I,
nosyunsuux repanuto [nodu 8 pamxax CUP-nporpammesr uiau py tunHOM
KJIMHUYECKON MpakTHKH B 22 poccuiickux uenrpax. [Ipoananusnposanst
gacrota obmero (OO) u nonnoro orseros (I10), obmas (OB) u 6ecrpo-
rpeccusHast BookuBaemocts (BIIB), wacrora nexxenarenbHbix siBreHni
(HS$1), a Taxxe snauenue kaunudeckux dakrtopos Ha moctuxenue 110
u mureapHocts BI1B.

Tabnuua. XapakTepucTMka NaLMeHToB

Pesynbrars! u 06cyskaenne. XapakTepucTuka MalMeHTOB TPe/iCTaB-
nena B tabauue. Meauana sospacra — 51 (19-83), coornowenue mysk-
uaunbl/xenmnnsl — 78/82 (49/561%). Meanuana nunuii npeauwecrsyommeit
repanuu 1o [nopu — 3 (3-9). OO (1568/160) 6611 pocturnyr y 58% nanu-
enros (17 = 92), Brmouas 10 y 44% u wactuunsiii orser y 14%. Meaunana
nabmonenuss — 9 mec. (1-54). Meguana BIIB — 5,8 mec. (95% JIU:
3,8-10,5), 1-n BIIB 39,5% (95% J1U: 32,4-48,3); mequana OB — 17,9
mec. (95%11: 12,4-H]T), 1-1 OB 58,7% (95%11: 51-67,5). Mennana OB
u BIIB B rpynne 1O ne 6bi1a nocturnyTa; ¢ meauanoii nabnonenus 15
mec. (3—54), 1-n BIIB u OB cocrasunu 78% (95%/11: 68,3-89,0) u 89,1%
(95%/A1: 81,8-97,1) coorsercrsenno. Henasnee npumenenne Genpamy-
cruna (£3 mec.) GbL10 accounnposaHo ¢ 6osee Huskoit uacroroit 10 (OIL
0,32, 95% CI10,14-0,68, p = 0,004) u nponomxurensuocrsio BITB (1,66, 95%
Cl: 1,09-2,52, p = 0,02). Ipyrumu dakropamu pucka ssasaucs: ECOG
PS >1 (ITO: 0,39, 95% CI: 0,19-0,78, p = 0,009; BIIB: OP 2.20, 95% CI:
1,47-3,31, p = 0,0001), B cumnromer (I1O: OIL 0,36, 95% CI: 0,15-0,77, p =
0,012; BIIB: OP 1,75, 95% CI: 1,19-2,57, p = 0,004), u Bulky s3a6onesanue

>7,6 em (I10: OII 0,42, 95% CI: 0,21-0,83, p = 0,013; BI1B:
OP 1,68, 95% CI: 1,16-2,43, p = 0,006). JTio6b1e H I na6uro-
namucs y 139 nauunentos (87%), Brmouas 23 cr. y 62 (39%).
Cunapom Beibpoca nuroxunos sadukcuposan y 68 marm-
entos (43%), Bratouas 3 cr. y 3 (2%), flare-cunppom pas-
suica y 32 nauuentos (20%), B Tom uucse 23 cr. y 4 (3%).
He ormeuen nu oaun cnyuait ICANS. Mudexunonnsie HS
saduxcuposansl y 71 6ombubix (44%), srarouas >3 cr. y 20
(13%; 5 cr. COVID-19, n = 10, 6%).

3axsouenue. lnoduramab pemoHCTpUpyeT BbICO-
Ky o] dexTUBHOCTD y NauMeHTOB ¢ pedpaKkTepHbIMU
B-xnerounsimu aumdomamu B yCaI0BUAX PeasbHON KJu-
HMYeCKOH npakTuku. B To >xe Bpems psap kaMHUYeCKUX
dakropos (ECOG, B-cumnromsl, maccusnoe onyxose-
BOe MOpaskeHUe U HeJaBHee NpUMeHeHue OeHamyCcTHHA)
aCccoLMMPOBAIHCH C boslee HeBIArONPUATHBIMU UCXOAAMU
Tepal'[l/ll/l.

Dedenosa EN., Yucrakos [.C., Usanoea H.O., Henawesa T.A., Cepatok 4.B., Borono6osa A.B.

PAHHAA PASBPABOTKA AHTU-BCMA CAR-T-KJIETOYHOT'O ITPOAYKTA
DreY «HMULU rematonornm» Munsgpaea Poccum

Beenenne. Autu-BCMA CAR-T-xnerounas repanus ycnemno sape-
KOoMeHf0Basa cebs pu penuanBax/pedpakTepHbIx GopMax MHOKECTBEH-
HOIt Muesiombl. B To ke Bpems cTpyKTypHOE pasHoobpasue 0g0bpeHHbIX
nast kanauyeckoro npumenenust antu-BCMA CAR-T-npenaparos nese-
JIMKO: BADMATHBHBIM 3JIEMEHTOM SIBJISIETCSI TOJIBKO AHTHUTEHCBSI3bIBAOIIIMI
nomen. Tem He MeHee ONTUMU3ALM A KOCTUMYJISITOPHOIO M TPaHCMeMOpaH-
noro (TM) nomeHos, a Takyke CTPYKTYPHbIX 9/1€MEHTOB AJIsl IPULIEIbHON
AEIUIELUH KJIETOK NPU IOMOIUM AOCTYITHBIX TEPANEBTUYECKUX AHTUTEJ
ABJSIETCS MEPCIEKTUBHOMN cTparerueii paspaborku adpdexrusubix u 6e3-
onacubix CAR-T-nponyxros.

Iens paGorsr. Ontumusanus apxurextypsi CAR-xonerpyxra, na-
nesenHoro Ha antured BCMA, mus paSpa60TKI/I Sd)(beKTI/IBHOI‘O CAR-T-
KJIETOYHOI'O IPOAYKTA.
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Marepuaast u meroasl. MeTogamn reHHON MH)KEHEPUM CO3AAH ILYJI
u3 12 xoucrpyxros CAR BrOporo moxosnenms, HaueneHHbIX Ha AHTUIEH
BCMA, pasauuaromuxcs TpaHcMeMOPaHHBIM IOMEHOM, & TAK)KE HATUYHU-
€M MEeJUTOIOB K TepaleBTUIeCKOMY aHTUTelLy HeTykcnmab. s nanbueit-
LIIero aHaIN3a KJIETOUHbIX MPOAYKTOB ObLIa MOJLydeHa KJIeTOUHAS JIMHUS
Jurkat E6.1, skcripeccupyiomas rpancrenuniit BCMA (tBCMA-Jurkat).
VYpoBeHb akTHBaLMKU OLEHMBAIM C HCIOIb30BAHUEM PEHOPTEPHON JIU-
nuu kaerok Jurkat-TPR, TpancayunposanHoil 1eHTHBUPYCHBIM BEKTO-
pom Tperbero moxosenums, Hecymum xoHcTpykr CAR, B npucyrersun
xaerox-munreneit tBCMA-Jurkat. CAR-T-xaerounsie nmpoayxTs Gbian
HOJLyYeHBbl ILyTeM JIEHTUBUPYCHON TPAHCAYKLMHU COMIACHO CTAHAAPTHO-
my npotokoiy. Cepust QpyHKIMOHANBHBIX TECTOB AJIsl AHAJINU3A TOTEHT-
Hoct CAR-T-k/1eTOUHBIX NPOAYKTOB BKJ0Yaa B Cebsl OLEHKY yPOBHS



OKCNAHCHUU U TPAHCAYKIIMH B IPOLIECCE TPOUSBOACTBA, LIUTOTOKCHIECKY IO
U nponudgepaTUBHY0 AKTUBHOCTb NPU COKYJIbTUBALMU C KJIETKAMU-MHU-
wenamu tBCMA-Jurkat, ananus ummynodenoruna u skcnpeccun map-
kepos ucromenus (PD-1, TIM3, LAG3), a Takyxe ypoBHs mpopyKunu
IFN-y. Kpome Toro, 6s11a nposenena onenxa aeruenun CAR+ nomyss-
uuu npu coxkynsrusanuu ¢ NK-kietkamu B npucyrersuu uetykcumaba.

Peayabrarnt n obGcyskaenue. B pesysbrarte cepun skcrnepumeHTOB
Gbutn oTobpansl aa koncrpykra CAR ¢ pasnuunbiMu TpancmembGpaH-
HBIMM [OMEHAMU, CORepyKaliue MeauTonbl netykcumaba. [Toayuennbie
CAR-T-kseTouHbBle NPOAYKTBl 06Ja7a/v BbIPAXKEHHOI LUTOTOKCHYE-
CKOM aKTHUBHOCTEIO B oTHOoeHnnn kiaerok-mumeneir tBCMA-Jurkat u me-
MOHCTPMPOBAJIM CONOCTABUMBIA yPOBEHb TPAHCAYKLIMU M OKCHAHCHU

MPUNOXEHME 1

C KOHTPOJIbHBIM «KJIACCMYECKMM» BapuaHToM. PasHuua B npomyxuun
IFN-y 6bi1a gonop-crennduuna u ne sasucena or CAR konerpykra.
CAR-T-knerounsle npoaykrsl adpdextusno noasepranucs aemennu NK-
KJIETKAMMU B IPUCYTCTBUU CyOTEpPANeBTHUECKUX 103 LeTyKcumaba.

3akimouenne. Paspaborannsie CAR-T-kierounsie npopykrsl, Hecy-
mue CAR ¢ anprepHaTuBHBIMM TpaHCcMeMOpPaHHBIMM AOMeHamu, obia-
AAI0T CXOKUMU (PyHKIMOHAIbHBIMU XapaKTEPUCTUKAMMU [0 CPABHEHUIO
¢ «kaaccuueckum» autu-BCMA CAR-T in vitro, a raxxe moryt addex-
TUBHO JeTJIeTHPOBAThCS B MPUCYTCTBUU LETyKCHMaba, uTo ocobeHHO
Ba)>KHO B CJLydae Pas3BUTUs CEPbE3HBIX HEXKEJATEJbHbIX SIBJIEHUH y Ha-
LIMEHTA, TAKUX KaK CUHAPOM BbIOPOCA LIUTOKUHOB, UM BOSHUKHOBEHMUS
CAR-nono»xurepHBIX BTOPUYHBIX OILy XOJIEH.

®nopunckuin J.b., Xapkos M.A.

OAPMAKOKMHETUYECKUE ITAPAMETPBI U OIIBIT IIPUMEHEHU S ITEPUOIIEPATUBHOM ITPOJIEHHON NH®OY3UK KOHIIEHTPATA
®AKTOPA CBEPTBIBAHWMS VIII M IX ¥V IETEM C TEMO®UJIVEN A 1 B

DreY «HMMLU ATOW um. Omutpus Poravesa» Munsgpasa Poceum

Beepenue. [Ipopnennas undysus xonnenrpara dpakropa nossosser
MOOUTLCSA CTAGUIBHOM AKTUBHOCTH AedUITUTHOrO BaKTOpa Ha MPOTSIie-
HUM IMTENBHOTO BPEMEHM U BBIVIIAMT MPUBJEKATEIbHON abTepHaTH-
BOIl GOJIIOCHBIM BBEJEHUSIM KOHLEHTPATa B pamKaX MepuUONepaTUBHOM
npoduIaKTUKH.

Ileas paGorer. Ouenka hapMakoKMHETHYECKUX NAPAMETPOB MPU UC-
MOJIb30BAHMY TIPOAIeHHON nHPy3un kouuentparos dakropa VIII nan IX
y nereit ¢ reuenuem remoduaun A (I'A) u B (I'B) B nepuonepaunonnom
[epuo/ie B peaIbHOM KIMHNYECKOU IPAKTUKE.

Marepuanst u meroapl. [IposeneH peTpoCEeKTUBHBIN aAHAIUS JAHHBIX
mepnuuHckol fokymenTtanmu aereit ¢ A u I'B, nonyvasmmx xupypruueckoe
JleyeHue Ha d)OHe IIPOJJIEHHOM nmi)ysnu KOHIeHTpaTa (baKTopa VIII nu [X
B ycaosusax HMUILL IT'OM um. Porauesa c 2015 no 2024 rox. Ouenusasucs
cnenyoume papmMakOKMHETHIECKHE TapamMeTphl: akTuBHOCTH daxtopa VIII
u IX no momenra BBeieHns koHueHTpara, yepesd 30 MUHYT OT MOMEHTA BBEfiE-
HMs KOHLEHTPaTa 1 HavaJla OolepaLyy, TakoKe Kakable 24 qaca or MomeHTa
IpPOBE/IeHUsI ONEPATUBHOIO BMELLATE BCTBA 0 OKOHYaHUs UH(Y3UM, 1ccie-
nosasicst mapameTpsl Tpomboanacrorpammbl, napamerp AUTB. Iposenena
OLIEHKA TeMOPParuuecKMX MPOSBIEHUH, HATUIUS UHTUOUTOpa K (akTopy
1 TpoMBO30B B paHHEM MOC/IEONEPALIMOHHOM EPUOJE.

PeayabraTsl u oocyxaenue. B uccnenosanue rioueHo 5 nanueHTos
¢ I'A u 2 nanuenra c I'B (tabauna). Menuana Bozpacta Ha MOMEHT MpoBe-
JIeHVST OTIePaTHBHOTO BMelaTenbeTBa cocrasuaa 14 ner (pasbpoc or 1 no 17
net). Bee nanuenTsr nepes onepatuBHBIM BMeIIATe LCTBOM MOy unan 6o-
mochyto undysuio B noae or 1000 go 5000 ME ¢ panbreifiunm nepexogom
Ha miposienHyto undysuio daxropa B meananHoi nose 5 En/kr/uac (pas-
6poc or 3,5 1o 9 En/kr/uac). Y Becex naumenToB oTmedasuch yCTOHYMBbIE
napameTpsl papMaKOKMHETUKH, AKTUBHOCTD AeduiurHoro dakropa Gblaa
B oxxupaemom auanasone (pucynox). Hu y ognoro nanuenTa onepatustoe
BMELIATENBCTBO HE OCJI0KHUIIOCH KPOBOTEYEHUEM MM TPOMOO3OM.

3axuouenne. B peanbHoil kamHKnYeckoil npakTHke NpyU NpUMEHEHUN
npopsennoit undysuu xouuenrpara paxropa VIII nan IX B nose 3,56-9
ME/kr/uac ROCTUTHYTBI cTabUJIbHBIE TNapameTpsl (papMaKOKUHETHKH,
MO3BOJISIIOLIME UCTIONB30BATD €r0 y [eTell PH MJIAHUPOBAHUY TIepUOIIepa-
IMOHHOH TPOPUIAKTHKY.

Tabnuua. XapakTepucTuka NauMeHTos

Puc. Maunentsl ¢ remodpunneit A u B, bapmakokuHetnieckne napametpsi

n ur AktnsHOCTb flepuumTHoro | AktneHocTb pakTopa yepes | AktBHOCTb pak- [ AkTUBHOCTE PpakTopa | AKTUBHOCTL dpakTopa [ AKTuBHOCTE dakTopa | AKTUBHOCTL GAKTOPA HO MOMEHT
aune ¢daktopa po seepenus, % | 30 muH. nocne 6ontoca, % | Topa 24 yaca, % | 4epes 48 yacos, % yepes 72 vaca, % yepes 96 yacos, % oTKIo4EHUs OT MHY3MK, %
Bua remopunmm +A4TB, ¢ ++A4TB, ¢ +A4TB, ¢ + AYTB, c + AYTB, ¢
198 98 88
1(rA) 1,5 52
(26,7) c (31,9) c (35) ¢
112 103 103 90 95
2 (rB) 4,5 100
(31,9) ¢ (28,3) c (26,7) c (29,4) ¢ (28,4) c
181 119 91 81 92
3 (TA) 3,5 86
(28) ¢ (31,5) ¢ (32,4) ¢ (32,2) c (31,3) ¢
- 97,5 100 87 76
4(rA) 0,6 101
(30,7) c (33,1) c (31,9) c (34,1) ¢ (35,9) c
120 104 94 116 77
5(rA) 0,8 82
(32,9) c (33) ¢ (33,4) c (34,2) c (36,1) ¢
137 88 71 67 77
6 (TA) 0,6 63
(31) ¢ (32) ¢ (32,3) c (37) ¢ (36) ¢
7 (IB) 4,3 90 130 60 63 74 43
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Xamuroe P, Typaesa P.P.2, Xubypt E.B.°
OCOBEHHOCTH ITEPEJMBAHMS KPOBU B CYBBEKTAX POCCUNCKON OEIEPALIVI

'Pecnybnykanckas cTaHums nepenvsarms kposy; 2 TAY3 «Pecnybankarckas knunmdeckas Gonsrinua Munsapasa Pecnybavkm Tatapctan; *HauroHansHbi meamko-xupyprityeckmii
ueHTp umern HW. Muporosa

Beenenne. MopepHusaius oT4e THOCTH O epeJMBAHUU KPOBU TPAHC-
dbopmupoBana cmenraHHBINH yUYeT KOMIOHEHTOB KPOBU M KPOBE3aMeHH-
Teseit Tak, uro ¢ 2016 roga mosiBMIACH BO3MOYXHOCTH OIEHUTH OCOOEHHO-
CTH NMpPOU3BOACTBEHHOI TpaHcdysuosoruu He ToJabKo B cybbextax PD,
HO ¥ ee KIMHUYIECKOTO 3BeHa.

Iens paGorer. Onpesenuts nMokaszaTenu MepenuBaHUsl KPOBU U pa-
6orbl Bpaueii Tpancdyanonoros B 2024 r. B cpaBHeHMHU ¢ aHAJIOTMYHBIMU
nokasareasmu 2023 r. OueHuTh AMHAMUKY CTEIEHU reTEPOreHHOCTU
KJIMHUYECKOIl JesaTenbHOCTH CiyskObl KpoBu cybbexros Poccuiickoii
Depepanumn.

Marepuanbt u metoasl. Vsyuens nanubsie 06 obuueii sabonesaemo-
CTH, MepeMBaHUU KPOBU U KOJMUECTBe Bpaueill, B TOM uucie TpaHcdy-
auonoros, B cybsexkrax PD B 2024 r.

[l BEIMOJTHEHM ST TOCTAaBJIEHHOH 1IeJIM UCCJIeI0BAHBI TOKA3aTe H:

- obecrieuenHocTb TpaHcdyauosOramu;

- KOJIMYECTBO PELUIINEHTOB U epeauBanuii kposu Ha | Tpancdysuo-
Ji0Ta;

- o151 TpaHCQy3NOTOrOB Cpein Bpayeii;

- KOJIMYECTBO NepeMBaHuii 1 00beM nepennBaHus KpoBu 1 manuenry;

- 06bem 1 nepeausanuns xposy;

- J10JIS1 PELMTINEHTOB KPOBH CPE/IN HACEJIEHMU L.

[l OLeHKHM reTepOreHHOCTH NepeauBaHus KpoBu B cyobextax PD
ObLT MCMONB3OBAH AEUMJbHBIH K02(pPUIUEHT — COOTHOLIEHHE COBO-
kynubix nokasareseid 10% perroHoB ¢ MaKCMMaJIbHBIMU pe3yJ/IbTaTaMu
u anagornuHbix noxasareseit 10% pernoHoB ¢ MMHUMAaIBHBIMU Pe3yJIbTa-
tamu. B cpaBuuBaembie rpynner Braounan no 10 pernonos. Pesynbra-

TBI OLEHUJIM METOJAMU OMHUCATENBHON U AMCKPUMUHAHTHON CTATHCTUKU
npu yposte sHaanmoctu menee 0,05.

Peayabrarst u o6cysxaenue. B 2024 roay nepenusanue kposu u ee
komnonenTto nosiyuman 1 380 628 uenosex (0,94% nacenenus). Vm
BBIIIOJIHEHO 3,8 MJIH NepeIMBAHUI KPOBU U €€ KOMIIOHEHTOB B CyMMap-
HoM obbeme Gosee 1 man aurpos. Cpenu 557 918 spaueit Poccun B 2024
ropy Tpyannuce 2171 spau-rpancdysuomnor (0,39%). Konuuectso tpanc-
be.BI/IOHHbIX peaxuuii B Poccun B 2024 rogy ysenuuunocs na 68% (p <
0,04). O Tpanceysuonnbix peakuusx s 2023 u 2024 rr. coobmwmnn 12 u 13
peruoHoB, B KoTOpuIX Bhimoauneno 32,7 u 34,3% tpancdysuit coorser-
cteenno. Esxeronno o peaknusx coobuator 7 pernonos. Yacrora Tpanc-
¢ysuit na 1 peakuuio B coobmusmmx pernonax cocrasuia 18 065 s 2023
ropy u 11 283 B 2024 rogy (p > 0,05). B uccaenyemsiit nepuog ocrasancs
Heomnpe/ieleHHbIM TEPMUH «IlepesuBanue». Jlornuno 6bl10 3aMeHUTD ero
Ha «7103a», MOCKOJIBKY HECKOJIBKO /103 MOTYT OBITh MEPEIUTHI O(HOBPEMeH-
Ho. Takske LesecooOpasHo aHAIM3UPOBATH epPeIUBAHUS He TONBKO BCEX,
HO M OT/eJbHBIX KOMNOHEeHTOB kposu. CymmuposaHue cTpok Tabiuibl
3200 npuBoAMT K 3aBBILIEHNIO KOMMYeCTBA penunueHTos Ha 25—-30%.

3axmouenne. [lpu GopmupoBanun HaMOHATBHON CTATHUCTHYECKOH
OTUETHOCTU O NepeUBAHUM KPOBU CJEJYeT yduecTb HEOOXOAMMOCTb pas-
AEJIBHOTO y4eTa MepeNUBaHUsl JOHOPCKUX SPUTPOLMTOB, TPOMOOLUTOB,
nasmel v ayToremoTpancdyauii. B oruetHbIi mepuon ne nabmogamu TpaHc-
dysuonnbix peaxiuii B 68 (80%) cybbexrax Poccuiickoit Menepanum, rae
Boinoansercs 6ouee 60% rpancdyauii. [Topsienuto sdpdexrTusHoCTH remo-
Ha30pa MOKET COcOBCTBOBATH POPMYIMPOBKA KaK ONpe/ieeHuii TpaHe-
bysMOHHBIX peaKIMi, TaK U CTEMEHHU UX CBSI3U C TIepeTNBAHIEM KPOBH.

Lieupko K.C., 3uranwuna C.E., Lisetkos H.1O., Bnacosa tO.10., IMnanta T.J1., Mopososa E.B., Kynarun A.[l.

POJIb AJIJIOTEHHOW TPAHCIIJTAHTAIIMM TEMOIIO3TUYECKMX CTBOJIOBBIX KJIETOK ¥V ITAIIMEHTOB C XPOHUYECKUM
MUEJIOMOHOIIMTAPHBIM JIEKO30M

PreY BO «[epsuit Cankr-lNeTepbyprekuil rocynapcTBeHHbIN MeanumMHCKIiA yHsepenteT nmenn akagemuka V.M. Masnosa» Munsgpasa Poceun, HAW LOTMT um. PM. Top6auesoii

Bsepnenue. Xponunueckuii muesnomonouurapusiii neiixos (XMMJT) —
9TO MMeEJIOMJHOEe HOBOOOpasoBaHMe, XapaKTepU3yolueecs KIOHAJIbHBIM
MOHOIIUTO30M U MOP(OJIOrUMYeCKUMM MPU3HAKAMU KaK MUEJOLMCILIA-
CTHYeCKUX, TaK U MueonpoandepaTuBHbIx HoBoOOpasosanmit. Mennana
MPOJIOM>KUTENBHOCTD )KM3HU Ha (DOHEe Tepanuu B IPyIINe BHICOKOTO PUCKa
XMMUJI cocrasnser 18-22 mecsiua [Tremblay D. et. al., Leukemia, 2025].
AnnoreHHas TPAHCIVIAHTALM S T€MOTIOITUYECKUX CTBOJIOBBIX KJIETOK (aJ1-
10-TI'CK) — enuncrsennniit meron nevenunss XMMJI, nossonsiomuii no-
CTUYb AJINTEJIbHOM PEMUCCUU.

Leas paborer. Onenurn pesyabrarst asno-TT'CK B nevenun naunen-
To ¢ XMMIJIL

Marepuasnt n meToasl. B perpocnexTnBHOE MCCIe0BaHME BKIIOUE-
uol 112 naumenTos ¢ guarnosom XMMJI, Habnrogamomuxcst B KINHUKE
HMU JOI'uT um. P.M. T'op6auesoit ¢ 2011 no 2025 rox. Meauana os-
pacra Ha MOMEHT IIOCTAHOBKM Auaruosa cocrasuia 56 ner (18-88), myox-
yunbl — 66% (12 = 74), sxenmunnr — 34% (2 = 38). Ha momenT nocranoBku
nuarnosa 38 (34%) naunenros Bxoguau B rpynny XMMJI-0, 31 (28%) —
XMMJI-1 u 43 (38%) — XMMIJI-2 B coorBercTBuM ¢ kaaccudukanmeit
BO3 2016 rona. 3a Bpemst HabuoaeHus: TpaHcopManns B OCTPbLA Mue-
noupnsiit aeiikos (OMJI) Geina sabukcuposana y 33 (29%) nauuenTos.
Menunana nabnonenust — 16,5 mecsina.

Peayasrater u o0cy»xpaenue. [IByxierHsisi obliast BBIKMBAEMOCTb
(OB) aust Beeit nonynsuun — 57% (JA1195% 47,0-68,5%), meanana OB —
44 mecana. Memnana spemenu no tpancdopmamyu 8 OMJI ¢ momenTa
MOCTaHOBKM AnarHoda — 6,5 mecsaua. MakTopom, 3HAYMMO yXy A LIAOLUM
OB, 6bL10 HasUYMe koHcTutyunoHaabusix cumnromos (HR = 2,38, p =
0,009). TenmeHuMIO K CTATHCTMYECKOH BHAYMMOCTH WMENN CJIELYIOLIME
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dbaxropsr: sadpuxcuposannas tpancdopmanus 8 OMJI (HR = 1,84, p =
0,052), xonuuecrso 6aacros koctoro mosra (HR = 1,02, p = 0,079) u a6co-
J0THOE YKcsio MoHouuToB B iepudepuueckoii kposu (HR = 1,03, p = 0,088)
B nebrore sabonesanns. [Isyxnernss OB nanuenros ¢ XMMJI B saBucu-
MOCTH OT HaJIMuus GacTHOl Tpancdopmanuu u 6es Hee cocrasuaa 38,8%
(AN95% 26,0-48,0%) u 59,9% ([1195% 48,5-69,0%) coorsercTBenHO
(p = 0,05). Hanubosbuiee 41cio mosHbIX OTBETOB OBLIO 3aPeruCTPUPOBAHO
[pU MPOBE/IEHUU TePANUM C UCHOJIb30BAHUEM MMIIOMETHUIIUPY IOLUX areH-
TOB, OZAHAKO CTaTUCTUYECKOH 3Hauumoctu He nosyueno (p = 0,31). Anio-
TI'CK 6buna seimonnena 24 (21%) nanuenrtam, Bce malMeHThl OTHOCUIIUCEH
K IpyIlIe IPOMEeXYTOYHOro-2 mau Beicokoro pucka coraacHo CPSS. 15
(62%) naumenrtam anno-TT'CK nposesena npu yposne Gractos B KoOCT-
Hom mosre Gosee 10% wna moment Boimonnenusi. Y 9 (38%) manmenton
anio-TT'CK sbinonnena B xponuueckoit dpase (XD), B Tom uucse npu go-
crusxenuu XD nocae daser GractHoit Tpancdopmau, KomuuecTBo b6aa-
cToB B KOcTHOM Moare < 5% Ha moment nposenenus amno-11'CK, neyx-
aerusis OB, nocne anno-TI'CK, B nannoit rpynne — 100%. [Isyxnernas
OB B rpynne nanuentos ¢ yposHem 6aactos Gosee 10% na momenT as-
10-TT'CK — 34,4% (JAV195% 17,0-67,5%, p = 0,014). ITpuuunns: netanbubix
ucxonos nocJe ano-TT'CK: peunpus sabonesanus — 6 (46%), nepsuunoe
nerprkusienne — 1 (8%) u undexunonnnie ocnosxknenus — 6 (46%).

3axmouenne. Anno-TI'CK — epuncrBenHblil pagukaabHbL METOR
neuenns nanuentoB ¢ XMMJL. KosuyecrBo 671aCTOB B KOCTHOM MO3re
menee 5% acconuupoBaHo ¢ ayuie BBKHBaemocThio nocae asnao-11'CK.
ﬂﬂﬂ _yJI_y'-lLLIeHVlH Peay.ﬂbTaToB TpaHCl'lJ'IaHTaLLI/ll/I Tpe6yeTC9[ IIOMCK OIITU-
MaJIbHOT'O BpEMeHMU BbINOIHeHUs U Bbibop o dekTUBHOI npeaTpaHCIa -
TAIlMOHHOH Tepanuu.



MPUNOXEHME 1

Ueiranoea E.B., XXunenkosa A.C.

AKTYAJIBHBIE ACIIEKTBI MEXK TUCIIMITIMHAPHOT'O B3AMMOJEVCTBI S TP OKA3AHUY ITOMOIIY BUY-WHOUIIPOBAHHBIM

Mockosckuit ropoackoit ueHTp npodunaktuku n 6opsbsl co CMIA[ Jenapramenta sgpasooxparerms ropoaa Mockss

Brepenwme. [lpo6rema BUY-undexnuu Ha mpoTseHUHM MHOTHX
AECSITUIETHI OCTAeTCs AKTYaJbHOM JUJIsl CUCTEMBI 3APAaBOOXPAHEHMSI.
Koropra BI/ILI-I/IHdmuMPOBaHHbIX B HACTOsIlliee BpeMsi IpeCcTaBIeHa
B OCHOBHOM INAaLMEHTAMM CPEJHEl M Crapuied BO3PACTHOH IpylIami,
Y KOTOPBIX BCE Yallle CTalu PernCTPUpPOBAThCsl coMaTudeckue sabonesa-
HUS, B TOM YUCJI€E 1 TreMaTOJIOrn4YeCKue. BTVIM u 06'bHCHHeTCﬂ HGO6XO}1VI-
MOCTb MEXXANUCLUIIIMHAPHOTO MOAX0/d K OKA3aHUI0 MEIULUHCKOM MOMO-
iy BIY-unduunposatusim ¢ conyTeTBy0IEel aTop0rMei.

Lexs paGoTsl. Bosnuknosenue remaronoruueckoii naronoruu y BIY-
MHPUIMPOBAHHBIX CTABUT Mepe HAIIMMHU CLy>k0aMK HOBblE HEMPOCTHIE 3a-
[aun — OKasaHMe NOMOILH GOJIBHBIM Ha POHE TSIKEBIX UMMy HOAeUIIUTOB.

Marepuannst u meroast. O630p aKTya bHBIX JAHHBIX.

Peaynbrarel u obcy»xpaenne. Jta KaTeropus NauueHTOB Tpebyer
[PUCTaIbHOIO BHUMAHUSI U KOMIUIEKCHOIO IOAXOAA C INPHUBJEYEHUEM
Bpauell KaK MUHUMYM TPEX CIELUaIbHOCTEH — IeMaTOJIOrOB, OHKOJIOIOB
1 nHPEKIMOHUCTOB.

3axiouenne. B noxnazne npencrasiaensl akTyasibHble JAHHBIE 110 MU~
nemuosioruu, auarnoctuke u gedenusi BY-undexunn, ocobennocrsam
TeyeHUs U JIeUeHUsl remarosorudeckux sabosesanuit Ha ¢one BIY-
undeKIMU, a Tak>Ke BOMPOCAM MAPIIPYTH3AIUU MAIMEHTOB C yYeTOM
}:lef/'lCTByl’OLLLI/IX HOPMaTMBHO-HPaBOBbIX ]lOKyMeHTOB, KJIVMHNYECKUX peKO-
MeHJALUIi U CTAaHAAPTOB OKA3aHUS MeIMLMHCKOl TOMOLILU 110 TPodUIIIO.

Yabuu U.A', Moponnenoea H.A.2, TpaxtmaH M.E.!, Cmetanuna H.C.!, Mantenees M.A'

JIBA IITATA K TUBEJIN: O9KCITPECCUS OOCOATUANIICEPUHA SPUTPOLIUTAMMU IN VITRO 1 IN VIVO
'OrBY «HMULL AFOU vm. Amutpus Porasesa» Munsapasa Poceuu; 2LITIT PXD PAH

Beenenne. OpurpouuTsl — CrenManau3UpOBaHHBIE KJIETKM KPOBH,
OCHOBHOIi 3ajiladell KOTOPBIX SIBJISIETCS TPAHCIIOPT ras3oB. OPUTPOLUTSL
B OTJIMYME OT OCTaJIbHBIX KJETOK KPOBHM, XaPAKTEPU3YIOTCS [JINTEJb-
HBIM TI€PUOJOM LUPKYJ/ISILUNA B KPOBOTOKE, KOTOPBI 3aKAHIMBAETCS MX
saumuHanueil cucremoil darouutupyomux Makpodaros, B OCHOBHOM
cenesenxu. PaccmarpuBarorcs pasHble IPUYMHBI/MEXAHU3MBL 9JIMMU-
Hanuu: norepst sxkcnpeccun anturena CD47, ceasbiBanue ayroanturen
K M3MeHeHHOMY GesKy Tos10Ch 3, HoTepst CMOCOGHOCTH MPOXOAUTH Y3KH1e
CHHYCBI Cesle3eHKH U, HakoHel, skcrnpeccust pocdaruauncepuna (DOC).
Crniocobrocts spurpountos skcrnonuposars DC HepaspbiBHO cBsizana
C MX NPOKOATYJSIHTHOH aKTHBHOCTBIO 3a CUET NOJJEep>KaHUs MemOpaH-
HO-3aBHCUMBIX PEAKIMI CBEPTHIBAHUS KPOBH.

Ieas paGorsr. Mccnenosars sxcnpeccuto dpocdartuanncepuna aput-
POLIUTAMU 3/J0POBbIX JIOHOPOB IPU CTUMYJISILIUY KJIETOUHOI rubenu, xpa-
HEHUM 9PUTPOLIUTHON B3BECH.

Marepuannt u metoapt. Vccnemosanue oobpeHo 1oKaabHBIM Hesa-
sucumbim atndeckum komurerom OI'BY HMULL AT'OU um. Amurpus
Porauesa» Munsnpasa Poccun. [Insa uccnegoBanus ncnosnbzoBasach
BEHO3HAsl KPOBb C AHTHKOATyJsiLMell nurparom Harpus. [lns Beimese-
HUSI OPUTPOLUTHl OTMBIBANUCH LeHTpUdyruposanuem ¢ pasbasienuem
mopudunuposannsim Gypepom Tupoge. 'mbeab spurpountoB MHAY-
nuposanau: obpaborkoii kanabimessim nonodopom 1 mxM A23187, ak-
tTuaTopom mpotennkunasbi C ¢opbon-12-mupucrar-13-anerar, oxcu-
JAaTUBHBIM CTPECCOM (H202), UIIOOCMOTHYECKUM IIOKOM. OKCIIPECCHUIO
dbocdarunnncepuna onpesesu ¢ NOMOLLbIO (ILyOPECLEHTHO MeUeHHBIX
MapkepoB — aHHekcuHa V n snakraaxepuna. CessbiBaHMe onpenessin

C MOMOLbIO TPOTOYHOI HUTO(TYOPUMETPUY, U5l KOHTPOJISI UCTIOb30Ba~
nach payopecieHTHAsT KOHPOKAIbHAS MUKPOCKOMUSL.

PeayabraTer u obGcyskaenme. [lpu uccnepoBanumu wuupyunmpo-
BaHHOI rubeau SPUTPOLUTOB OBIM JOCTOBEPHO BBISBJIEHBI ABe CY0-
nonynsauun  pocdaTuanICepUH-9KCIPECCUPYIOIIUX — OPUTPOLUTOB!
1) crnocobHble CBASBIBATH JaKTaAXEPUH, HO He CIOCOOHBIE CBSI3bI-
BaTb aHHeKCHH V; U 2) COoCOOHBIE CBSI3BIBATH KAK JIAKTAAXEPUH, TaK
u annexcun V. Kpome Toro, Gw1o BhIsSiBAeHO dopmupoBanue Teneii
9pPUTPOLUTOB NpK AajbHedmem xpaHeHnu. [{uHamuKka HakomIeHUS
DOC-sKkcnpeccupyomKUX SPUTPOLUTOB 3aBUCEIA OT MHAYKTOPA, OA-
HAKO HAKOIMJIEHHUE JAaKTa[XEePUH-CBSA3bIBAOIIMX KJIETOK ONEpPe)ano
HaKOIJIeHNEe aHHEKCUH-CBS3bIBAIOIINX, & TAKKe BCE KJETKH, KOTOpPble
6bu1u upentTupuumuposansl kak renu, 6uiau DC-axcnpeccupyomumu.
Ilpu wucciaepoBaHun o6pasLOB XPaHUMOIl SPUTPOLMUTHOI B3BecH
B Teuenne 28 cyrok Haxomnenus PC-skcnpeccupyommux KIeToK Bbl-
SBJEHO He OblJIO, ONHAKO OTMEYasJOCh HAKOMJIEHHE TeHeil, KOTopble
B ganHom caydae He skcnpeccuposaan DC, BeposarHo, no npuuune
HOJIHOTO OTCYTCTBUS BHEKJIETOYHOrO KaJablus. B kpoBu 310poBbIX 10-
HOPOB He OBLIO JOCTOBEPHO AETEKTUPOBAHO AHHEKCHH-CBSSBIBAIOILUX
ksetok B cpaBHenuu ¢ kourpoaem (0,04 = 0,01% nporus 0,03 = 0,01%,
p > 0,05), opHaxo, BBIABASINCH JaKTaAXEPUH-CBA3BIBAIOLINE DPUTPO-
nurst (0,12 + 0,02% nporus 0,02 + 0,01%, p < 0,05).

3axuouenne. B nporuecce kietounoit rubesnn spuTpoumTa orMedaeT-
s ABE CcTaauy oKenpeccun pocdaTuanicepruna, Mpyu 9TOM B KPOBH 3[0pO-
BBIX JIOHOPOB PUTPOLUTHL HA BTOPOH CTaMK He BBISBIISAIOTCS, YTO IPE/-
HOJIATAET (/2 VLV0 DIMMUHALMIO IOBPEsKAEHHbIX KJIETOK Ha MepBoi craguu.

Yekanos A.M., Monoea M.O.!, Lisirankos U.B.", Porauyeea tO.A.!, Pepoposa J1.B.!, Jlenuk K.B.!, lemuenkosa M.B.?, 3y6koea E.B.2,
LWHeiipep T.B.%, Bonownn C.B.%, Motanenko B.I.%, Mepsepesa H.B.#, 3ioarnun U.C.5, KonecHukosa M.A.¢, NMocnenosa T.U.¢, Cypraesa .U/,
Kyaunnosa M.10.7, Nleeanoe A.H.8, Camoitnoea O.C.%, baiikos B.B.!, Muxamnoea H.B.!, Kynarun A1,

TEPAIINS IJTA3BMOBJIACTHOM TUM®OMBI HA ®OHE BUY-MHOEKIAN B PEAJIBHOM KJIMHUYECKON ITPAKTUKE:
JAHHBIE MHOT'OLEHTPOBOT'O PETPOCIHHEKTUBHOT'O MUCCJIEAOBAHU S
'®OrBY BO «[Mepsuiit CankT-lNeTepbyprekuil rocyaapCcTBeHHbI MeAMUMHCKHMIT yHuBepcnTeT nmern akaaemuka M.I. Maenosa» Munagpasa Poceuu, HAM AOMT um. PM. Top6ayesoit;

TBY3 «OOM»; *TbY3 J1OKB»; “Tb N2 31; *PIBY «HMWIL, onkonormm um. H.H. Metposa» Munsapasa Poccun; °TEY3 HCO «[KB N2 25; KI'BY 3 «KKb»; (PI6OY BO «Caparosckuit TMY
um. B.M. Pasymosckoro» Munagpasa Poceuu; “TBY3 HO «HOKB um. H.A. Cemawko»

Brepenue. [1nasmobnactnas numpoma (I1BJI) — penxas arpeccus-
Had num¢oMa, aCCOLUUPOBAHHAS ¢ UMMYHOAeULUTOM, B TOM 4UCJe
B Y-undexuneit, xapaxrepusymomascsi HeGIaronpUaTHbIM POTHO30M
M OTCYTCTBUEM CTaHAapToB Tepanuu. COBpeMeHHBIE MOAXO/bI BKIIOUAIOT
nonuxumuorepanuto (I1XT) ¢ Bosmoxubim robasaenuem Goprezomnba
U HOCJeAyIOWEl ayTOJOTMYHOM TpPaHCIUIAHTaLMel IeMONOdTUYECKUX
kaerok (ayro-TTK).

Lens pa6orbr. Ouenuts pesynprarsr nevenus [1BJ1 na done BUY
B peaJIbHO KJIMHUYECKON IPAKTHKE B PAMKAX PETPOCIEKTHBHOIO MHOTO-
LIeHTPOBOI'O UCCJIE0BaHUSL.

Marepuanb u meroapl. B nccrenosanue Bkaoueno 38 nanumen-
tos ¢ nuarnoszom [IBJI na pone BIY-undexuuu us 9 uenrpos PD,

nabmonaswuecs B nepuog ¢ 2014 no 2025 rop (rabaununa). Mepnana na-
omonenus cocraswia 14 mecsnes (1-15). B ne6iore 3abonesanus 82%
Gonbubix (2 = 31) umenu pacnpocrpanennyio craguto (III-IV no Ann
Arbor), skcrpanopansuoe mopaxenue — 90% (z = 34) ¢ nmpeumyme-
CTBEHHBIM MOPayKeHHeM CJAUBUCTBIX 000JI0UeK U KOCTell JUIEeBOoro ue-
pena. Ha moment nauana I[1XT APBT nonyuanu 89% (7 = 34) nauu-
eHToB. B KauecTBe Tepanuu 1nepBoil JMHUM OOJBIIMHCTBO MAILMEHTOB
(66%) nonyuanu EPOCH-nopo6ubie cxemsr (12 = 25), B 24% (2 =9) npu-
menstiucs CHOP-nono6ubie cxembl, 60pTe3omu6 Gbla BKJIOUEH B Mep-
By10 1uuuio B 34% cayuaes (2 = 13). Ayro-TT'K ¢ nennio xonconuganun
6bli1a Beinonnena 9 nauuenrtam (B nepBylo IMHUIO — 12 = 5, BO BTOpYI0
auaU0o — 1 = 4).

99



| TEMATONOTAS U TPAHC®OY3MOMOTUS | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2026; TOM 71; Ne2 |

Peayabrarst u 06cysxaenne. Obmuii oTBET Ha TEpANMIO TIEPBOI TUHUU
6b11 ouenen y 36 nauuentos. Yacrora obutero orsera (HOO) na repanuto
nepsoii auuun cocrasuiaa 82%, cpean xoropeix noaustii orser (I10) —
32%, wactuunbiii orser (HO) —50%. Opnonernss obmasi BhDKUBae-
mocts (OB) u BoixuBaemocts 6e3 nporpeccuposanus (BBIT) or momenta
HavaJia Tepanuu nepsod suHuK cocraBuaun 69,6 u 56% coorsercTBEHHO.
Hobasnenue Gopresomuba x kypcam IIXT conpososkpanocs Tpenaom
K ya@ydmenuio BbpkuBaemoctu: ognoaernss OB — 92% nporus 58%, p =
0,43; onnonernsiss BBIT — 74% nporus 33%, p = 0,11. 3nauumpbix pasnuunit
B OB u BBII B 3aBucuMocTH OT IPOBOAMMOIL CXEMBI JIeUEHUS HE BbISIBIIE-
Ho. B rpynne nanuentos, xoropbim 6buia Bemmonxena ayto-TT'K ¢ nenbio
koncoaunpanyuu, onHosetaas OB cocrasuna 100% no cpasuenmio ¢ rpyn-
noit, xoropsim ayto-TT'K He 6bina Boinonnena (ognonernss OB — 64%,
p =0,037). Opnonerusasa BBII B rpynne ayro-TI'K cocrasuna 78% no cpas-
HeHUIO ¢ rpymnnoii, He nonyuusieii ayro-TT'K, rae opnonernss BIIB Gbuia
36%, p = 0,099. I1pu neacpdexTnsHOCTH Tepamuu nepsoit munun y 16 nauu-
entos nposoauaack salvage-repanus (DHAP, ICE, GEMOX) 5 87,5% (1 =
14), B 2 cyuasx UCnonb3oBaIUCh UHIUOUTOPbI UMMYHHBIX KOHTPOJbHBIX
touex (HuBOIyMab), B | cilyuae NpOBOAMIICS MIIATHMHOCOAEPIKALLMI PEKUM
c sriovenuem 6opresomuba (V-PACE). HOO na tepanuio BTopoii tuHumn
cocrasuaa 27%, [1O — 19% (n = 3), YO — 12% (1 = 2). Onnonernas OB
u BBIT or nauauna salvage-repanun cocrasunu 51,6 u 25% coorsercrsento.

3axsouenne. Bxiouenue Gopresomuba B nmepByro JMHMIO Tepanun
I1BJ1 na dpone BUY-undexmu feMoHCTPUPYET TEHAEHIHIO K YTy YIIEHUIO
OB u BIIB. Beimonuenue ayro-TTK nanuentam ¢ ITBJI na dpone BIY c ue-
JIbIO KOHCOJIMJALMY OTBETA [03BOJISET CTATUCTUYECKH 3HAYMMO YILy YLIHUTD
peaynbraTsl euenust. Peaysbrarsl neueHus pedpakTepHbIX/peLAUBUPY 0
umx opma I1BJI na dpone BIY ocratorcs HeynosaeTBopuTeabHBIMH.

Tabnuua. XapakTepucTUKi NALMEHTOB

XapakTepucTika naumueHTos N=38
Bospact, meanara (ananason) 40 (32-62)
Mon, n (%)
Myxckoit 21 (55,3%)
Kenckuit 17 (44,7%)
Crapus s gebiote, n (%)
1 2 (5%)
2 5(13%)
3 4(11%)
4 27 (71%)
B-cumntomsl & aebiote, n (%) 16 (42%)
kcTpaHopanbHoe nopaxeue e aebiorte, n (%) 34(90%)
Mopaxetne LHC & nebiore, n (%) 7 (18%)
ECOG s nebiote, n (%) N=36
0-1 23 (64%)
> 13 (36%)
Conyrcrsyiowme ko-uHdekunn (renatut C, renatut B, n (%) 17 (44,7%)
APBT unuunnposara po paseutus MBI, n (%) 18 (47%)
Mepmara supycroit Harpysku & aebiote MBJ1, konwii/mn (auanason) 5182 (200-1 000 000)
Meauana CD4" & gebiote MBJ1, kn/mkn (aanason) 154 (49-392)
BapuakT epanum 1-i nnnum, n (%)
CHOP-nomobHele cxembl 9 (24%)
EPOCH-nopo6Hbie cxemsl 25 (66%)
Brok-nogobHsle cxembl 2 (5%)
Bpyrue 1(3%)
bopresomm6-copepxawas tepanus 1-i aumu, n (%) 13 (34%)

Yepreukas O.M.', Cypun B.J1.!, Muennynmkosa O.C.!, Canomawkmnna B.B.!, MosHakoea tO.M.!, Jluxauesa E.A.!, dkosnesa E.B.,
Angpees H.B., Mepuna ®.I%, Tonmauesa A.O.!, Menukan AJ1.!, 3o3yns H.N.13

MOJIEKYJIAPHO-TEHETTYECKAS AUATHOCTHKA 2B TUIIA BOJE3HY BUWIJIEBPAHIA

'OrBY «HMMUL rematonorums Munzapaea Poccu; 2FAY3 Ceepanoeckoit obnactu «PLKE»; *®IEQY BIMO «Poccwiickuit yHmsepcuteT meanumtbi» Munsapasa Poccun

Beenenue. Bonesus ¢pon Buane6panpa (BB) tuna 2B — napymenue
CBEpPTHIBAEMOCTH KPOBU, KOTOPOE HeNpocTo AudpepeHpoBaTh He TOMb-
KO OT Apyrux tTunos BB, Ho u or pasnuuHbIx Gpopm TpomboLUTONEHMYE-
cxkux sabonesanuit. Tun 2B BB Bosuukaer us-za nospexaenus daxro-
pa pon Bunnebpanna (VWF) B obnactu gomena Al. Dto obycnosaeno
nsmenenusmu B rere VIWF, koropsie nossimaror cponcrso VW k rpom-
Gouuram. Ienernueckuil ananns sksona 28, xopupytomero pomen Al,
Aaer ueTkue gokasarenbcrBa Haanuna bB tuna 2B. Cywecrsyror taksxe
HereHeTHYeCKMe METOAbl, M03BOJsIoIMe 3anonosputs tun 2B: coorno-
wenune VIWIF:RCo/VWF:Ag < 0,7 (xapaxrepro Taxoxe piast tuna 2A BB;
A. Goodeve u P. James, 1993; N. 1. 3osyna u np., 2018); pucronerun-un-
AYLMPOBAHHAS arperalnus TPOMOOLMTOB C HUSKUMH AO3aMU PHUCTOLE-
tuna (LD-RIPA), ubu Bbicokme noxasaTenu OfHOZHAYHO yKasblBAIOT
na tur 2B BB (P. D. James et al., 2021).

Ileas paborbr. Hama uens — npoananusuposars axkson 28 rena VIVF,
4TobbI BbIABUTH nauuenTos ¢ BB Tuna 2B. Kpome Toro, mbl ngyuunnu no-
kasareau coornouwenuss VIWI:RCo/VWF:Ag u pesynvrarer LD-RIPA
n3 uctopuil 6osesHu nanueHToB (eCAM OTU aHAJIM3bl UM HAZHAUAJUCL),
4TOOBI BBISICHUTb, MOYKHO JIM MOATBEPAUTH AMATHO3 HEMOJIEKYJISPHBIMU
MeTOomaMMU.

Marepuanbt u meroapl. O6cnenoBanbl NauMeHTs U3 ABYX POCCHIA-
cxkux uenrpos: OI'BY «HMMUIIL remaronorun» Munsppasa Poccun
(Mocksa); TAY3 Ceepaaosckoit obaactu «PIKB» (Exarepun6ypr).
JHK Beensnu us unenvHoil KpoBu eHON-XTOPOPOPMHBIM MeTo-
nom. [usa cexsenuposanus osksona 28 rena VIWIF y 14 nauuenros
npumensiin mertof Conrepa u npaiimepsl, paspabotanHble B Hauleii

naboparopuu. B rauectse pedepeHcHOl MCNOAB30BAIN OCI€0BATE b~
rocts NG_009072 (NM_000552.5) uz GenBank NCBI.

Peayabrarst u o6cysaenne. B nannoe ncciegosanue BouuM AecsTb
naumeHToB ¢ nopodpenuem Ha tun 2B BB u eme uetsipe — ¢ mopospenn-
eMm Ha apyrue Tunsl BB, y xoTopbix Gblinm 0GHapYsKeHbI MaTOreHHbIE Ba-
puanThl, accounuposannsie ¢ tunom 2B BB. ¥V 9 nanuenros BbisiBnenst
NaTOreHHblE BapuaHThl, acconunposanubie ¢ BB tuna 2B: p.Prol266Leuy;
p-Argl306Trp (obuapysen msaxkabt); p.Argl308Cys (obuapysken asa-
skabl); p.Argl308Pro; p.Vall316Met (o6napysxen asaskasy); p.Argl341Gln.
Bee BapuanTbl GbUIM HECHHOHMMMYHBIMU HYKJEOTHUAHBIMU 3aMeHaMU
U 0OHApy KEeHBI B reTePO3UTOTHOM cOCTOSHUM. TOJBKO y Tpex MaleHTOB
B ucropuu 6osesuu umenucs pesyasratbl LD-RIPA ¢ nuskoii nosoit pu-
croueruna. [Toxasatenu Gblin 4OCTATOUHO BBICOKMMU /151 TIOATBEPIK AEHU ST
BB tuna 2B (6879 npu nopme 0), nostomy renerndeckuii aHaaImM3 A1 9TUX
TpeX MalMEeHTOB JINIIb NOATBEPK Aaa umeromuiics auarios. CoorHomenue
VWEF:RCo/VWF:Ag mnoncunrtano y 1l maunuenros.
ke 0,7 y Bcex nmanuenros ¢ bB tuna 2B, kpome ogHoro — ¢ Bapuanrom
p-Prol266Leu. Oro nssecrroe nckimouenue: y nanuentos ¢ p.Prol266Leu
AMArHO3 HeJb3s yCTaHOBUTH 1o sTomy napamerpy (A. I. Woods et al., 2017).

3axmouenne. Monexynsapro-renetnueckass sepudukauus BB
tuna 2B npossuna cebsi akTyaJbHBIM METOAOM AMATHOCTHKM: JIMIIb
IS [eBSTH NauueHToB u3 14 panublii auarnos nogrsepamics (64%).
Herenernueckne meropst 1mbo peako pocrynusr (LD-RIPA), nubo
He BIIOJIHE HaJle>)KHbI — Hanpumep, cootrHowenue VIWI:RCo/VIVIF:Ag < 0,7
xapakTtepHo Taxske ans Tuna 2A BB u ne paboraer nas BB tuna 2B, Bei-
3BaHHOU Bapuantom p.Prol266Leu.

3uavyeHue ObLIO

Yephbix 1O.B., Mapzspa O.M., Mutuna TA.

OIIBIT JUIMTEJABHOT'O IPUMEHEHN S PYKCOJIUTUHNEBA B KJIIMHUYECKON [IPAKTUKE OJHOTO IEHTPA
BY3 MO «MOHWK um. M.®. Bragummpckoro»

Beepenune. Pykconutunnb — nHrubuTop siHyc-KnHas, 3aperucTpupo-
BAHHBIN [1JIs1 JeYEeHU I TAlIMEHTOB C UCTUHHOM IOJIMIIUTEMUEN (I/IH) " Mue-
no¢ubpozom (MD), sratouas nepeuunbiiit muenopubpos u muenopubpos,
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PEe3BUBIIMICS BCJAEACTBME WMCTUHHOW IOJUIUTEMMNA M ICCEHIIMATb-
HOWI Tp0M6OLLHTeMl/IM. Jlosnrocpounbie MexayHapOAHbIE MCCIIENOBAHUS

COMFORT-II u RESPONSE-II noarsepaunu ero asddextusnocTs



M npuemsemblii npoduab 6e30MaCHOCTM TIPU AJIMTEIbHOM MpHUMeHe-
HUM, OAHAKO [AAaHHBIE 11O NPOJOJIIKUTEIbHOMY IPUMEHEHUIO Ipenapara
B IIMPOKOM KJIMHMYECKOH NPAKTUKE OrPAHUYEHBI ONBITOM OTAEIBHBIX
LEHTPOB, MEAMAHA BPEMEHU JEUeHUs PYKCOJUTUHHOOM B KOTOPBIX CO-
crapisier He Gosee 36 mecsines. B 'BY3 MO «MOHUKU um. M.O.
Bragumunpckoro» nposefeH peTPOCIEKTHBHBIA aHaJW3 AAHHBIX Maly-
€HTOB C MMeJIONpoandepaTUBHBIMU HOBOOOPA30BAHUAMHY, TOJYYaBIINX
HENpephIBHY 0 TEpanuio pykconutuaubom Gosee 5 ner.

Iens paGorsr. Ouennts addexkTuBHOCTL M 6E30MACHOCTD ATUTENb-
HOIl Tepanuu pykcoantuHubom y nauuentos ¢ Ph- meratusubiMu mue-
nonponudeparusubimu HoBoobpasosanuamu (MITH) B Mockosckoi
obmacTu.

Marepuannbt u meroasl. B uccienosanue Briiodenst 47 naunmeHTos
(16 my>xunH u 32 >KeHIMHDL), MEAMAHA BO3PACTA HA MOMEHT YCTaHOBKU
nuarnosa 51 rox (27-73). ¥V 6 nauuentos ycranosien auaruos VI, y 41
nauuvenra — auariosd M®, s HMX MepBMYHBIA M MOCTIOIMUIMTEMMYE-
ckuit Muenodubpos auarHocTupoBan coorBercTBenHo y 22 u 19 manm-
entoB. Mennana npogoJxuTeIbHOCTH Tepanuu coctasuna — /4 mecsua
(66-100); mepnana aUTeNHHOCTH 3ab0JIEBAHMSI HA MOMEHT HAa3HAUEHUS
pykconutunnba — 72 mecsaua (3-265). Cnnenomeranus ormeuena y 42
(89%) naumeHTOB, KOHCTUTYLMOHAJIbHBIE CUMOTOMBI HabmofAa UCh Y 22
(46,8%) manmenTos. 51% namuenrtos ¢ M® u 67% nanuenTos ¢ VI 6uumm
crpaTudUIUpPOBaHbl B IPYIILy NPOMEXYTOYHOro-2 U BBICOKOTO PUCKa
nporpeccupoBaHus 3aboeBaHUS COMIACHO MEKAYHAPOAHbBIM IIKAJIAM.

MPUNOXEHME 1

OCHOBHBIMM IPUYMHAMY Ha3HAYEHM sl PYKCOIMTUHUOA SABJSIUCD TOKCH Y-
HocTb npeautectsytoueil Tepanuu (42%) u ee neadpdextusnocts (658%).
JononHnTeIbHO NPOBOAMIICS IIPOMEXNKY TOUHBLI aHAIN3 JUHAMUKHY IIOKA-
3aresieil 0bLLero aHAIM3a KPOBU M PA3MEPOB CeJIe3eHK MU /10 Havala U yepes
24 mecsua nocJe Hayasa Tepanuu. B uccienoBannyu npumeHsIUCh METO-
Abl OIMCATENbHON CTATUCTUKM, AHAJIN3 BbKMBAEMOCTU IIPOBEAEH METO-
nom Kannana — Meiiepa.

Peaynbrarer u oGcy»xkpenme. CornacHo npoBefeHHOMY aHasu3y,
5-eTHSS BBKMBAEMOCTh manueHTos cocrasuia 856%. [lpu ncenenosanun
no rpynnam pucka nporpeccuposanus M®D 5-nernsasa BbxuBaeMoCTb nma-
LMEHTOB IIPOMEXKYTOYHOr0-2 1 BBICOKOro pucka cocrasuia 81%, nuskoro
u npomeskyTouroro-1 puckos — 90%. [lononuurensHO aHAIMS AMHAMUKN
nokasareJieii nocsie 24 mecsiues Tepanuy N0Kas3aJ CHUYKEHUE 4aCTOTbI aJlb-
nupyemoii criienomerauu Ha 40%. Cpeanuii yposens remorsiobuna 1o Ha-
uana neuenus cocrasis 115 r/n (564-165), nocne 24 mecsues repanuu —
107 v/n (72-132). He ormedeHO HM OZHOTO MPOSIBIEHMUS TEMATONOTUIECKON
VUM HETeMAaTOJIOrMYeCKOH TOKCHYHOCTH, TIOBJIEKLIEr0 OTMEHY TepaIyH.

3axouenne. [losrocpoutoe npumeHeHre pyKCOJIUTUHUGA Yy Haly-
enros ¢ MITH B MockoBckoit 061acTH NPOEMOHCTPUPOBAJIO YCTORYUBY 10
addextuBHOCTL M GaronpusTHHIE npoduas Gezonacuoctu. [Iatunernsas
BBDKMBaeMoCTh cocrasua 85%, 4To COnoCTaBUMO ¢ pedysibTaTamMm MesK-
AYHapOAHbIX KIMHUYECKUX MCCJEAOBAHMIA C yYeTOM AJIMTEBHOIO aHa-
MHesa 3ab0JeBaHUS Mepej HasHaueHUeM pykconnTuHuba u npeobiana-
HUeM TAalMeHTOB BbICOKOIO PUCKa MPOrpeccupoBanms 3aboaeBaHus.

Yetsepukosa E.A., Llayp 'A.2, Myxauesa T.A.%, Angpeeea A.A.2, MNepeeososa T.[.2, Peunna JI.I?

CPABHEHME PA3JIMYHBIX IIJIATOOPM CEKBEHMPOBAHN A U151 AETEKIINIA MVTAHI/II;I B T'EHE TP53 Y TALIMEHTOB C X/JIJI
'TAY3 CO «O[IKb», r. Exatepunbypr; TAY3 CO «O6nacTHas aetckas knnHuueckas 6oabHULa»

Beenenne. Yacrora BoisiBI€HMS M TOYHOCTD AAeTeKIMK myTaunii 7 P55
CYILECTBEHHO 3aBUCAT OT 4yBCTBUTEILHOCTH PUMEHSEMBIX METOAUK Ce-
KBEHMpOBaHMs. 10rma Kax Kjaccuieckoe cekBeHuposanue 1o Conrepy
OrpaHMYeHO HMKHUM noporom BoisiBaeHus (~15-20% annenphas wacrora
papuanrta-VAF), coBpemenHble MeTOABI BBICOKONPOM3BOAUTENBLHOIO Ce-
kBenuposanust (NGS) nossosnsior obHapy»kxuBaTh BapUaHTBI C aJllelib-
HOIi Harpyskoi 1o 1-3%, 4To umMeeT KpUTHUECKOE 3HAYEHME AJIs CTPATHU-
dbuxammu Ha rpynmnb pucka u Beibopa Tepanun.

Iens paGorbl. 1. CpaBHUTH 4yBCTBUTEILHOCTh M AHATMTHYECKHE
BoamokHocTH MeTo10B NGS n cekBennposanus no Canrepy npu pasnng-
HBIX y POBHSIX aJIEJbHOI HAIPy3KU.

2. OuennTb KOHKOpPAAHTHOCTB ABYX noaxonos anaauda NGS-gannbix
na naardopme lllumina: Seq&Go (Parseq lab) u co6ereennoro anropurma.

3. OnpepenuTb BO3MOYKHOCTU BBISIBJIEHUS MONOJHUTEIbHBIX KJIU-
HMYECKU SHAYMMBIX HMB3KOAJJIEIbHBIX BAPMAHTOB IPU MCIOJIb30BAHUU
yraybneHHbIX anroputmos ananausa aanubix NGS.

Marepuanbt n meroast. Vccnenosanst obpasust renomuoit JJTHK.
Ha npu6ope MiSeqDx (Illumina) cexsenuposanu 6ubnuorexu raprer-
Hoit nanenn Prep&Seq U target TP53 library kit (Parseq Lab) (sxso-
ubl 2-11 rena 7P55), ananus nposopmicsa ¢ ucnonszoBannem Seq&Go
Software u pacimupennoro cobersennoro anropurma. [lapannensho Bbi-
nonustocs ceksennposanue no Conrepy (sxsonst 4-11). [lna rexnonornn
ONT ucnoasszosanu Habop N5 LR-TP53 NGS (nonnoe nokpsitue ak30-
HOB 1 nHTpoHOB 7P55). OuennBanu xoukopaaurHocts, VAF, Bocnipons-
BOAMMOCTb U BBISIBJEHNE HU3KOAJJIEIbHBIX BAPUAHTOB.

Peayabratst u obcyskaenne. Ilpu annenshoit narpyske >20% pe-
ayabrarbl Illumina-NGS u cexsenuposanus no Conrepy mHosHOCTBIO
cosnagamu: 6 uccnepopaHubix obpasuos ¢ VAF >20% noxasanu nonuyto
koukopaantaocts. Opnaxo 12 nccnenosannbix obpasuos ¢ VAF 10-19%
(nosurusuble merogom NGS) okasaauch J0>KHOHEraTHBHBIMM IIPM aHa-
nuse no CoHrepy, 4To moaTBepskAaeT Gosiee HUSKYIO 1yBCTBUTEIbHOCTD
nocnennero. Beero na nnardopme [llumina MiSeq 6611 nccnenosan mare-
puan ot 293 nauuentos, uaentuduposano 42 myranuu y 35 nanuen-
toB; 14 u3 Hux umenu VAF <15% u 6buiu HEIOCTYITHBI IETEKIMU METOIOM
cexsenuposanust o Conrepy. CobcTseHHBI anropurm ananusa obpas-
LI0B, BbIJ|EJ€HHBIX M3 KPOBU M KOCTHOTO MO3Ta, MOKa3aJ KOHKOPAAHTHOCTD

95,3% c nporpammubim obecneuenvem Seq&Go (pucyHok) u nossosu
BBISIBUTD JOIOJIHUTEJIbHbIE HUSKOAJLIeNbHble BapuaHTsl B 14 coryuanx (6%)
¢ VAF 3,1-8,4% (mepunana 3,7). Cpasnenne nnargopm Illumina u ONT
HPOJIeMOHCTPUPOBAJIO BBICOKYI0 KOJMYECTBEHHYI0 Kkoppensuuio (R =
0,9911) nas obpasuos kposu u kocrHoro mosra npu VAF >5%. Marepuan
u3 napaduHoBbIX 610K0B He cooTBeTcTBOBaM TpeboBanusam kauectsa ONT.

3axmouenne. 1. CyumecrBeHHas 4acTh KIMHMYECKU 3HAYUMBIX MY-
rauuit TP53 (VAF <20%) ne BBIABAsSIETCA METOIOM CEKBEHMPOBAHUS
no CoHrepy, 4To MOKET NIPUBOAUTD K HEJOOLEHKE PUCKA U HeaJeKBaTHO-
My BbIGOpY Tepanuu.

2. Taprerusle nanenu or Parseq Lab addexrusno gerexrupyior oa-
HOHYKJIEOTU/IHbIE BAPDMAHTBI U uHAeabl B rene /P55 siaors no VAF 1%
NPy KOppeKkTHO# GuonndopmaTuyeckoii obpaborke.

3. Texnomorms ONT Sd)(i)eKTI/IBHO BBISIBJIsIET MyTauuu B rene 1P55
npu anamuse JHK wus xposu n xocrmoro mosra (VAF >5%, Q=35),
HO He MOYKeT TPUMEHATHCS /151 00pasios 13 mapadUHOBBIX OJIOKOB.

Puc. CpaBHUTENbHBIA QHANKM3 Pe3ynbTATOB BbiiBNEHMS MyTauui TP53 mpo-
TPAMMHbIM 0becnevernem Seq&Go M COBCTBEHHBIM QITOPMTMOM GHANU3A
(ODKB). [lgoitHbie HeraTmeHbIe 06pasLbl He YKa3aHbI HO rpaduke
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Yupkosa K.C., Koctun A.U., Kamanosa A.P,, Bynanos A.1O., Apucrakecst A.A., CemeHosa [O.P.,, ly6osckas T.H.

CUHJIPOM JINTM®OITATOB-ITACCAXKVPOB IIOCJIE OPTOTOITMYECKO TPAHCIIIAHTAIIVIY MTEYEHW: KIMHUYECKUI CITYYAT
BY3 «HMN CIMum. H.B. Cknudocosckoro [1I3M»

Beepenne. Cunpapom naccaskupckux numdonuros (CITJI) — aro
PEeAKOe M OIAaCHOE OCJOJKHEHUE II0CJ/Ie IePeCcajKy OPraHoB, MpU KOTO-
pPOM MMMyHHBIE KJIETKM [AOHOpA, IIONABLIME B OPraHMU3M pPELMIINEHTA
C TPaHCIJIAHTATOM, ATAKYIOT 9pUTPOLUTHI nauuenTta. Haubonee Boicoknit
PUMCK pas3BUTHsI CMHAPOMA BO3HUKAET NPU Mepecajike NMeYeHu OT AOHOpa
c rpynnoii kposu O penunuenty c apyroii rpynnoii kposu (A, B unn AB).
YenemHsli MCXOA HANPSIMYIO 3aBUCUT OT CBOEBPEMEHHOM AMATHOCTUKU
1 aKTUBHOU Tepanuu.

Iens paGorer. [IpeacraButs pesxoe nHabaroaenne pasBuTHs MacCHB-
HOIrO TeMOJIM3a y PELUIIMEHTA OC/Ie TPAHCIIAHTAL MY [IeYeHH, e KJII0Yue-
BOH Auarnos — cunapom naccaxxupckux aumponuros (CITI), norpebo-
BaJs cnoxuoi auddepeHnuatbHON AMATHOCTUKY U BHIOOPA OTITHMAJIbHOR
TaKTUKU B yCJIOBUSIX OTPAHUYEHHOIO BPEMEHHU.

Marepuasst u meropsr [Ipeacrasieno nabnopenue nanuenrxu B., 53
aet (pocr 164 cm, macca rena 54 kr), ¢ ucxoanoii rpynnoit kposu A(II) Rh+,
denorunom Ccee. 04.06.2025 Brmonnena opToTonmMyeckas TPaHCILIAHTA-
uus nevenu (OTII) ot monopa-mysumnst ¢ rpynnoit kposu O(I) Rh+.

Peaynbrars: u 06cysxaenue. B npeponepannontom nepuose otmeua-
nace runepdepmentemus (ACT 820,85 ME/n, AJIT 1460,10 ME/n, 6unu-
py6un 189,17 mxmonn/n) u anemus (remorno6un 117 r/n). K 7-m cyrtkam
[OCTUTHYTa CTaOMIM3ALMS C HOpMAaJHU3allMeil MeueHOYHbIX (PepMeHTOB.
Ha 13-e cyTku passuiics reMoauTu4ecKuil Kpus ¢ NajeHueM remoraoou-
Ha 10 28 r/n. VimmyHOremMaTos0rnueckoe UCCIeA0BaHME BBISBUIIO I10JIO-
skuTeabhyto npamyto npoby Kymb6ea u antu-A anturena. K 24.06.2025

rpynna kposu unteprnperuposana kak O(I) Rh-, uro ceugereascreosano
0 MacCHBHOM I'eMOJIM3€ U BPEMEHHOM JOMUHMPOBAHUY JOHOPCKUX JINM-
¢dounros. Turp anru-A anturen: 1:64 — 1:8 — 1:2 — ceponerarusnocrs
k 18.08.2025. FISH-uccaenoBanve noarBepanio BpeMeHHbIH XUMEPHU3M:
0,6% xnerox XY na 13-e cyTkM ¢ MOCIEAYIOLIMM BOCCTAHOBJIEHHEM
coberennoro xposersopenust (100% kaerox XX). Ilposenena tpanc-
¢dysuonnas repanus: 6 nos spurpouurnoit szsecu O(I) Rh(-) u 11 nos
cexxesamoposkennoit naasmer AB(IV), 06mum obbemom Gonee 4 nur-
pos. Boi6op komnonentos O(I) Rh(-) 6su1 narorenetnueckn o6ocHosan
[JISL IPEeJOTBPAlleHNs AajbHelIero remonusa. Boinonnena skcrpakop-
nopajibHasi [ETOKCUKALlMs: IMPOJIOHTMPOBaHHas remoauaduabTpanus
u Tpu ceaHca nuasmadepesa S STUMMHALUU FeMOTUTUIECKUX AHTHU-
ren. K 18.08.2025 na done mmmyHOCynpeccuBHOl Tepanuu OTMeYeHO
BOCCTaHOBJIeHMe ucxonHoi rpynnsl kposu A(II) Rh+, rbeHOTHn Ccee.

3axmouenne. [lpencrasnen ciayuait Tsoxenoro CILJI mocne Tpanc-
rnantanuu nevenn npu ABO-necoBmectumoctn (monop O+, penmnuent
A+). lonopckue mMMQOUTH MHAYUMPOBATN MaCCUBHBII TEMOJIN3 C KPHU-
TUYECKUM CHUKeHHeM remornobuna po 28 r/n. Kommiexcnas repanus
BKJIIOYAJIA TPAHCQY3UN COBMECTUMBIX KOMIOHEHTOB, M1asmadepes U UM-
MmyHocynpeccuto. [lunamudeckoe Hab0/1eHIE TIPOEMOHCTPUPOBAJIO -
MMHALMIO aHTU-A aHTUTEJ M BOCCTAHOBJEHUE COOCTBEHHOr0 KpOBETBOPE-
nus. Cryuail noguepkuBaeT HEOOGXOAMMOCTD TIIATENBHOIO MOHUTOPUHIA
peunnuentos npu ABO-HecoBmMecTHMOIi TpaHCIIaHTALMM /ISl CBOEBpE-
MEHHOM IMarHOCTUKY 1 YCIIELTHOTO Ky TMPOBAHMS OCJIOK HEHMH.

Yupkosa K.C.', Koctn A.N.", Danuney B.B.?, Kapa B.B.?, BynaHos A.lO.!, benskoea B.B.?

OLEHKA TOHOPCKOTI'O PECYPCA UIS1 CO3AAHUNS PETMICTPA SKCTPEHHBIX JIOHOPOB 0 C HU3KMM TUTPOM AHTH-A
1 AHTHU-B AHTUTEJ B YCJIOBUAX UC

'TBY3 «HWWM CIM um. H.B. Cknndocosckoro 3M»; 2TBY3 «[Kb um. M.M. Konuanosckoro [13M»; *TBY3 «MMHKL, um. C.MN. Botkuna A3M>»

Beepenne. B nocnennue roabt B mupe mupoko obcyskpaercst ad-
dexTUBHOCTD 1 6€30MaCHOCTb YHUBEPCAIBHOTO UCIIOIb30BAHMUS LieIbHOM
(koHcepBupoBanHO#) KpoBu O ¢ HUSKMM TUTPOM €CTECTBEHHBIX aHTU-A
u antu-B anturen (UKOHT) g craproBoit koppexuuu maccUBHOI Kpo-
BOIOTEPH, BKJIOYas aKywepcrso u nepuarpuio. Lllupokoe npumenenue
IKOHT B noBcegneBHOM NpaKTHKe OrPAHNYMBAETCS PUCKOM T€MOJIUTH-
4eCKMX peakiuii, 00ycaoBaeHHbIX BbicokuMU TUTpamu (>1:64) anturen
y moHopos. B Poccuiickoit Penepanun nprumeHeHne KOHCEPBUPOBAH-
HOI1 KpoBU periaameHTHpoBaHo Tonbko aiast ABO n Rh(D)-unentimansix
tpaHcdysuil, npu sTomM B ycaoBusix upessbruaiinbix curyanuii (HC)
U NpUHATUM creuuanbHoro persamenrta norpebnocts 8 LIKOHT mo-
»keT Kputndecku Bospacrarb. Cosganue perucrpa 9KCTpEHHbIX JOHOPOB
(P31) c noarsepicaenno Huskumu turpamu antu-A / antu-B anruren

Puc. Pacnpenenenue tutpoe antuten IgM/IgG aHtn-A y noHOPOB-MyXuMH
O rpynnsi
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ABJseTCS 3a0/1arOBpEMEHHBIM CTPATErMYECKUM PELIeHIEM AJIs1 OLlePATHB-
Horo TpaHcdysuoHHOro obecneuenus npu BosunkHosenun YC.

Lens pa6orer. Ouenka TuTpa ecrecTBeHHBIX aHTH-A 1 anTu-B antu-
rea (IgM/IgG) y nonopos mockosckoit nonyasiunn O rpynnst auas pop-
MUpOBaHUs ajJropurma pexpyruposanus 8 PO/L.

Marepnansr u meronsl. [lposeneno mpocmexTuBHOE MCCiaenoBaHME
tutpos autu-A / antu-B anruren y 474 nonopos xposu O. dnsa 217 nowo-
pos (168 my>kunn u 59 xenwnn) onpenenen Turp IgM merogom Capture-R
(Immucor), nas 2567 gonopos (186 mysxuun u 71 >xenmmna) — turp IgG.
Cpasnurenbnsiii ananus tutpos IgG semonnen y 40 gonopos (27 mysxuun,
13 scenuun) meronamu Capture-R u renesoit meropuxoii (Bio-Rad).

Peayabrarst u o6cyskaenue. [lpu ckpunnnre ecrecrsennbix [gM an-
tu-A/Banrureny 26,7% nonopos seissaenst turpst (>1:64), koropsre awe
Berpeuanucs y oxenmnt 44,1% nporus 20,3% y myskunn. Autu-As>1:64,
NpPEACTABIAONIME MOTEHLIUANBHBIA PUCK s peumnuentos A u AB,
umenncs y 24% nonopos, mis antu-B, npencrasasomux noreHunasb-
HBII puck st penunuentos B u AB, aror nokasarens cocrasua 16,56%.
Ipu nccnenosannn IgG antu-A/B anturen meronom Capture-Ry 257 no-
HOpoB Kposu rpymnnsl O 4acToTa BCTPE4aeMOCTH KJIMHMYECKU 3HAYMMBIX
tutpos autu-A >1:64 cocrasuna 61,8%, antu-B — coorsercrsenno 41,6%.
Bsicokue Turpsr anTH-A wauie BeTpeyanucs y skeHuus —77,6% nporus
61,3% y mysxuun (p < 0,05). dIna antu-B sror nokasarens cocrasun
y xenwun 46,4% nporus 39,8% y mysxuun (p < 0,05). [enesas meroguxa
nokasaJa 6oJiee BHICOKYIO UyBCTBUTENBHOCTD AJIsl BbISBJIEHUS BBICOKOIO
rurpa anrures, [gG antu-A>1:64 o6napysken y skenmun 8 92,3% ciyuaes
nporus 51,7% y mysxuun. [Ina antu-B pasauunsa 6buin menee sHaunTE b~
Hbl: y skeHuH — 38,4%, y mysxxuun — 27,5%. enesas metopuka s 71,4%
Cllyuaes BbIsIBJIsIa GOJslee BHICOKME 3HAUEHM S TUTPOB AHTHU-A, MepeKBaiu-
duuupys 4acTh JOHOPOB B IPYIILY NOBBILIEHHOIO PUCKA.

3akmouenne. Bricoknii TuTp aHTH-A BBHISBISETCS Yalle B CpaBHe-
HUM ¢ anTu-B, uTo yBenuunBaeT MMMyHOIOrMYECKMIT PUCK TpaHC]y3Hil
HKOHT peuunuenram A u AB. lenenanpasnenubiii KommaekcHbIN
ckpununr antu-A / antu-B anturen IgM u IgG nossonser pexpyrn-
posars B POJl tonbko 29% noHOPOB-My’>KYMH MOCKOBCKOHN MOILyJISALUH,
4TO HEOOXOAMMO YUUTHIBATH TPU (POPMUPOBAHUY 6E30MacHOrO M AOCTa-

rounoro 3anaca LIKOHT s ycaosuax UC.



MPUNOXEHME 1

Wapanosa M.A., Kyuep M.A., Mesuos [1.3., lopoarnosa M.A., Kynarun A L.

BJIVISTHUE XAPAKTEPUCTUK JJOHOPOB KPOBH 1 IIAPAMETPOB TPOMBOIIUTODEPE3A HA 3HAYEHUE HE3PEJION GPAKIINH
TPOMBOLIMTOB 11 PETUKYJIOIMTOB B KAYECTBE OTJAEJBHBIX MAPKEPOB COCTOSHUS TEMOIIO33A

DIBY BO «[lepewiit Cankr-lNetepbyprekusi rocynapcreerHbin MeAULMHCKMI yHBEpCUTET menu akanemmka V.M. Masnosa» Munsapasa Poccun, HAM JOTT vm. PM. Top6avesoit

Beepenue. B nacrosimee Bpems coxpaHsieTcs TeHAEHLUs yBeanue-
Hus norpebuoctu B xouuentpare rpombountos (KT) B cocrase remor-
pancdy3uOHHOI Tepanuy NPy Je4eHUU GOTBHBIX C TeMATONOTHYECKIMH,
OHKOJIOPMUYeCKUMU 3ab0/1eBaAHUSIMHU, B XUPYPIrUM U BOEHHO-TIONEBON XH-
pyprun. Hecmorps Ha coBeplueHcTBOBaHME METOLOB 3arOTOBKH, XpaHe-
nusa u rpancnopruposku KT, Bospacraer konnuectso npoueayp rpombo-
nurodepesa y KafpOBBIX AOHOPOB TPOMGOIMTOB, UTO MOYXKET OKAa3BIBATH
HEeraTHBHOE BJIMsHUE Ha UX 3/0pPOBbe U cHMKaTh Kauectso KT.

Iens paGorsr. Onpenenuts ypoBeHs U B3aUMOCBS3b (PpaKkLMK Heape-
JIbIX TPOMOOLMTOB U PETUKYIOUUTOB y peryasipubix gonopos KT B zasu-
CHMOCTHM OT KPATHOCTH, BU/Ia IOHAIMI1 1 TapaMeTpoB TpombonuTodepesa.

Marepuanst n meropsl. B ornenenun nepenmsanus xposu HUU
JAOT'uT um. P.M. T'opbauesoii ¢ 01.01.2022 no 31.12.2023 nposenen ana-
us 342 npouenyp annaparuoro adepesa ansa sarorosku KT. Kpurepun
OLIEHKHU /IOHOPOB M KOHEYHOI'O KOMIIOHEHTa KPOBM BKJIIOYAJIM AHTPOIMO-
MeTpHIo U crienudUKaLMIo IOHOPA — AOHOP LeJbHON KPOBU MM KOMIO-
HEHTOB KPOBH, KOJIMYECTBO AOHALMII TPOMOOLUTOB U MJIA3MBI K MOMEH-
Ty BKJIOUEHUS B UCC/IE0BAHME, KOJMIECTBO TPOMOOLMTOB [0 OHALMH,
yposenn Heapesoit ppaxuuu rpombonutos (IPF) u peruxymnonuros (Ret)
no ponauuu KT u uepes 6 mecsiues, 06vem sarorosaennoro KT. 3a or-
YeTHBIN IIEpUOJ, € IIOMOLIbIO annapara lrima Accel u Amicus Fenwal Boi-
noaneno 273 u 69 npoueayp rpombouurodepesa COOTBETCTBEHHO U ObLI
saroroien KT c copepskanuem xiaerox 6,0x10'/1 o6nemom 420 mn —
201 nosa, 7,0x10"/n 06vemom 490 ma — 141 nosa, B mobaBounoM pacTBOpe
SSP+ ¢ nocsenytomum ramma-o6uydenuem.

Peayanbrarst u o6cyxpaenne. [loHopbl Oblan 6e3dBo3Me3HBIMU, [0-
GpOBOJILHBIMMU, paHee MMEBLIMMH OMbIT AOHAIMI KPOBU U €€ KOMIIOHEH-
toB. Jona my»xuun 6b1a 98%, sxenwmn 2% — Ges anamHesa GepemeH-
Hocreit. Menunana Bospacra cocrasuna 30 ner, pocta — 179 cm, maccsl
tena — 80 kr, o noHanuu mMenmana yposus Tpombonuros — 280x10%/n
(Q1-Q3, 255-309), IPF — 12,9% (Q1-03, 10,1-19,9), Ret — 1,33%
(Q1-03, 1,11-1,72). CrpykTypa AOHOPOB Ha MOMEHT MEPBOH AOHALMH,
BKJIIOYEHHOH B aHanua, coctaBuia: 306 — HOHOPBI KOMIIOHEHTOB KPOBH,
23 — uenbHOI KpoBu, 13 — nenbHOM KpoBH U ee KomnoneHTos. Mexnana
koauuectBa nonauuii 6pa 15 (1-92). Kparnocrs nonanuii tpomboru-
toB 6bl1a ot 15 1o 200 pueit. Konnvecrso nonanuii n nnrepsaist Meskay
HUMU He OKa3blBaJM BAUsHUS Ha yposeHb Tpombouutos, IPF u Ret, p <
0,01. Ananus BausHUS apaMeTPOB NpoLeaypbl TpombonuTodepesa: Bus
cenapaTopa, 00beM U KOJIMYeCTBO TPOMOOLIMTOB B KOHEUHOM MTPOAYKTE —
He BbISIBUJI pasdauuuil B koauyecrse Tpombountos, IPF u Ret y nonopos.
B saBucumocTu ot nuskoro usnu swicoxoro IPF > 12,8% (Q1-03 10,1-16,9)
KOppeJIALUs C yPOBHEM PETUKYJIOLUTOB TAK)Ke He BblsgBJeHa, p = 0,62.

3axuouenne. Ha npumepe xoroprst kagposbix nonopos KT, saroras-
JMBAEMOTO METO/IOM TpombonuTodepesa, ¢ BLICOKOI AOHOPCKOM aKTUBHO-
cTbio, BeisiBieHO nosbienue [PF u orcyrereue Bansuus Ha xonnuectso
Ret, 4ro yxaspiBaeT Ha yCHJIeHMe MEraKapUOLMTOIO93a U MHTAKTHOCTb
SPUTPONOITUIECKON aKTUBHOCTU KOCTHOrO moara. [laHHble namenenns,
C O/LHOI CTOPOHBI, XapaKTePU3YIOT MPOTOKOM TpomboruTodepesa ¢ TeKy-
LMMY IapaMeTPaMu Kak 6e30MacHbIi, a C APYroil — yKasblBaloT Ha afall-
TUBHOCTb opranuama poHopa k gonanusam KT.

WunyHoea U.H.!, opodeesa A.N.", Natbiwes B.O."2, Dunakuna M.H.', Nlykuna E.A!

OCOBEHHOCTH CTPOMAJIBHBIX KJIETOK-IIPEJIIECTBEHHUII 13 KOCTHOI'O MO3TA BOJIbHBIX ITAPOKCH3MAJIBHOM HOYHOM
TEMOTJIOBUHY PUEN

'®reY «<HMULL rematonormns» Munsapasa Poceuu; 2@TBOY BIMO «Poceuiickuit yrusepenter mepmumib> Munsapasa Poccun

Beepnenue. I[lapoxcusmanbuas nounas remormobunypus (ITHI) —
penxoe mnpuobpeTeHHOe KJOHAaAbHOE 3aboJeBaHUe KPOBETBOPEHUSI.
[Ipu ITHI B remonosruueckoit crosnosoit kposersopHoii kierke (I'CK)
BodHuKaeT myTauus rena P/GA, ns-3a 4ero KpoBeTBOPHBIE KJIETKHU CTAHO-
BATCS YSIBBUMBIMU JUUIS1 CUCTEMBI KOMILIEMEHTA, YTO MPUBOAUT K FEMOJIM-
3y 1 Tp0M603aM. [Ipupona xocrHomosroBoit Hegocrarounoctu npu [THI
noka HeussecTHa. Pabor o cocrosHum crpomsl xocrHoro moara (KM)
y 6oabubix [THI" B mupoBoii aureparype Her.

Iens paGorer. Mayuuts cBoiicTBa CTPOMAJBHBIX TPEAIIECTBEHHU-
k0B, BbigeseHHbix 13 KM Gomsabix [THT.

Marepuaast u meroast. Vsyuanu 26 o6pa3u03 KM 6Goasusix [THI
(21-75 ner, menuana 38,5 rona, 11 m, 15 x; us aux c annasueitr KM 22, no-
Aayuanu repanuio C5-unruburopamu 15), momyuyeHHbIX MpuU AMATHOCTH-
4yeckol myHkuuu, u 31 06pa3eu KM spoposeix poHopos
(18-58 ner, mepuana 34 roma, 15 m, 16 x), nonyvennsix
pY MIaHOBOH skcdysuM, MOC/Ee MOAMMCAHUS KasKbIM
GOBLHBIM U IOHOPOM HMHGOPMMPOBAHHOIO COTJIACHS.
AHaaMsMpOBaIM MyJIbTUIOTEHTHbIE ME3EHXUMHbIE CTPO-
manbuble kaetkn (MMCK) u kononneobpasyrouue equ-
uunpt pubpobaacros (KOEQ). Msyuanu nponudeparns-
uble u auddepenunposounsie xapakrepuctuku MMCK,
konuentpauuio KOE$ 8 KM, a raxxe yposens axcrpec-
CHUU TEeHOB, Y4aCTBYIOIMUX B nposudepanuu, NopaepKa-
uun ['CK u B perynaunmm ummynnoro orsera. [lanubie
npencrasnensl B Buge /M = SEM. Ilpu ucnonszosanun
t-xkpurepus CrblofeHTa OTAMYMS MeKAY BHIGOpKaMU cuu-
tanu gocrosepubimu npu p < 0,05.

Peayasrater u o6Gcysmpenne. [lpomudeparnsubie
u nuddepenunposounsie xapaxtepuctuku MMCK
u xonuentpauus KOEd nz KM Gonpupix ITHT me ot-
JMYANUCh OT TAKOBBIX Yy AOHOPOB B obuweit rpynne [THT,
y GOJBHBIX ¢ KOCTHOMOSIOBOIl HEJOCTATOUHOCTBIO M Ha
dbone repanuu unruburopamu C5-koMMOHEHTa CHUCTEMBI

Ta6nmua.

komruiemeHTa. JlocToBepHble OTIMYMS ObLIM BBISBJIEHBI NPU aHAJIM-
se okcnpeccun renos B MMCK u KOEd. B cpasnenun ¢ nonopamu
y Goabnbix [THI' B 0601ux THHAX CTPOMAJIBHBIX HPE/LIECTBEHHUKOB MO~
BblleHA oKcrpeccust reHa — (axropa kommiementa H (CFH), 6enxa,
MOAABJIAIONIEro aAanTUBHbIH UMMyHHbIH otBet PD-L1, daxropos pocra
u ux peuentopos (FGF2, FGFR1, PDGFRA, PDGFRB), dakropos, pe-
rymupytomux ['CK (TGFBI1, CXCL12) (rabnuua). Tak xak usmenenus
3aTparuBaloT oba TUNA MpeAlIeCTBEHHUKOB, oveBuaHo, yto npu [THI
CYIIECTBYIOT HEM3BECTHBIE HAPYUIEHUs HA YPOBHE OOIIEro Me3eHXMM-
HOro mpeaulecTBeHHuKa. [lpu ananuse KOE(b n3 KM 6Goasupix [THIT
C KOCTHOMO3TOBOH HEIOCTATOYHOCTBIO OBLIO TAKYKE BBISBJIECHO IOCTO-
BEpHOE NOBBILIEHUE dKCIpeccun reHos ummyHnsoro orsera (/D0 ILIB)
u rena crBososbix kiaetok (NVES), a8 MMCK — nosbiwenue sxenpeccun

OTHOCHTENbHBI YPOBEHb IKCMPECCMM [EHOB, AOCTOBEPHO PA3NMYAIOLIUXCS
B8 MMCK v KOE¢ 13 KM 6onbrbix MTHT 1 3aoposbix goHopos
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rena-perenropa k VJI-1b (IL1R1) u auruonosruna (ANGPT]), orseua-
towero 3a ssaumopeiicreue ¢ CK u dopmuposanne kposenocusix co-
cynos. Bepositno, crpoma KM npunumaer yuacrtue B narorenese ITHI.
Tepanus nuruburopamu Ch-Genka cucTeMbl KOMIIEMEHTA HE BJIMSET
na okcrpeccuto renos B KOEd, ognako 8 MMCK nocrosepro cauxe-

Ha sxcnpeccust rena /L/0 u nossimena — renos PD-LI, TGBI2, FGIR2.

OG6HnapyskeHHble U3MEHEHUS B CTPOMaJIbHbIX npeatecTseHHrKkax us KIM
Goabubix ITHI Tpebyior nanbheiiuero uayuenus.

3axuaouenne. Brepsble mosy4eHbl faHHBIE O COCTOSIHUMM CTPOMAJib-
HbIX npeawecTBeHHUKOB y 6oabHbix [THI. Beiasnens obuue pas KOEd
1 MMCK usmenenus B okCripeccuy reHoB, a TakyKe OTaM4Ms, crenuduy-
uole aasa ITHI ¢ kocTHOMO3roBoil HeLOCTATOUHOCTBIO.

WHanneea H.A.!, Kynemuna O.B.!, Cuopamns H.T.!, Céurakoea E.N.!, Jlazopko H.C.!, Touenas E.H.!, Yuranaea T.B.2, Ocunos tO.C,
Meawos B.B., Bupy tO.B.!, Typerok C.H.3, ®epopeHko T.B.#, Oeiwniok M.M.!, Bospuroea M.A.!, Bacunsera E.1O.!, lomama E.I'!

ATEPOTPOMBOTUYECKHE OCJIOXHEHUS MHTMBUTOPOB TUPO3UKUHAS ¥ IIAIIMEHTOB C XPOHUYECKUM MUEJIOJENKO30M

'OIBY «tHMULL um. B.A. Anmasosa» Munsapasa Poccuu; *Knurnueckuit onkonornueckuii pucnancep, r. Kpacropap; *Cr6lrbY3 «lopoackas GonbHuua N2 155
4CM6IBY3 «fopoackas knuunyeckas GonbHuua N 31»

Beepenne. Vuruburops: tuposunkunas (MTK) snauumo ymayumn-
JIM IpOrHo3 6oabHbIX XpoHuyeckum muesoneiikozom (XMJI), onnaxo nx
NpUMeHeHMe COMPOBOYXK/IAETCS PUCKOM aTePOTPOMBOTHYECKMX OCTIOMHE-
uuit (ATO). lmeomuecs nanHble CBUAETENLCTBYIOT O HEOLAHOPOAHOCTH
npo¢uns kapanoroxkcuunoctu otaeasubix VTK, a ouenka ceppeuno-
cocyaucroro (CC) pucka npuobperaer kioueBoe 3HaueHUe NpU BbIOOpe
Tepanuu.

Hear paGorsr. Onpegenuts uacrory, npoduib u pakTopsl pucka
pasBUTUA KapAMOTOKCUYHBIX 3¢pdexTos y nanuentos ¢ XMJI, nonyuaro-
ux VTK, ¢ yuerom crparuduranumu CC-pucka.

TQ6J1|4LI,O 1. reHﬂ,epHO-BOSpOCTHOH M KNMHMYECKAA XAPAKTePUCTUKA NALUEHTOB
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Marepuannt u meroabl. [lposenen perpocnexTuBHbIil aHanus 159
naunentos ¢ XMJI, nonyuaromux repanuio MTK na nporsoxennn mu-
Humym 6 mec. Ouennsanucs nemorpaduueckue XapaKTepUCTUKM, COMYT-
creyromass CC-naronorus, xareropus CC-pucka no mxane SCORE2,
rpynna pucka coraacHo crparudukanuu Esponeiickoro obmecrsa kap-
aunosoros (ESC) 2021 ropa, rpynna pucka KapANOTOKCMYHOCTH T1O LIKAJIE
HFA-ICOS; repanua UTK, nannsle 1a6oparopHoro u MHCTpYyMeHTa b
Horo obcnenosanus cepaua u cocynos; yacrora ATO. Onpenenenst npe-
AMKTOPBI 0C/I0KHeHUiT 1 beccobbrtuiinas soisknsaemocts (BCB) y nauu-
eHToB, nmetomux pasanunsiii CC-puck.

Peaynbrarel n o6cyskaenue. XapakrepucTuka
nauuenTos, Bkiarouas aHamues npuema VTK, npen-
craBnensl B tabn. 1. Crpykrypa saperucrpuposan-
ubix ATO (12 = 34, 21,4% nauumenros) npencrasieHa
B 1abn. 2. Mennana BpemeHu or Hayasa Tepanuu
NTK, na pone xoroporo passunocs ATO, o ocnosx-
nenus — 39,2 mec. (1,0-164,7). Ha ¢done npuema
nunorunuba ATO passunucs y 14/34 naumenrtos
(41%), monatunuba — y 9/34 Gonbubix (26%) (p =
0,05). Cpenn nauuentTos, y xoropoix ATO passunucs
Ha QoHe npuema noHatuHuba, 6 paHee nosydann
nuaotunub (6/9, 67%). Hocrosepro uame ATO Bbi-
SIBJISLJIUCD Y TALIMEHTOB C BBICOKOW M OU€Hb BBICOKOW
kareropueii pucka cornacao ESC 2021 u HFA-ICOS
(rabs1.4). ITpu onrodaxropHom anamse npeauKTOpa-
mu passurus ATO cramu: Bospacr (p = 0,013), rpynna
pucka no wkanam ESC 2021 u HFA-ICOS (rpynna
pUCKa HUBKas/yMepeHHasl IPOTUB BbICOKast/O4eHb
soicokasi) (p = 0,041 u 0,009 coorsercrsento), neno-
CTHOKEHME LesIeBbIX [OoKa3aTesleil JIMIONpPOTEMHOB
nuskoit mornocru (JITTHIT) yepes 6-12 mec. nocne
nauaua repanuu VITK, na xoropom passunocs ATO
(p = 0,006), cHn>KeHVE TIIEUE-TIOABIKETHOTO MHAEKCA
(ITJIN) <0,9 uepes 612 mec. ornauana repanuu UTK,
Ha xoropom passusocs ATO (p = 0,009), repanus nu-
aorunn6om B anamuese (p = 0,008), paxr npuema Hu-
norunuba, nasarmnnba nnm nonarunuba (p = 0,000,
0,014, 0,000 coorsercrsento). B mynsrusapuanTHoii
mozenn npenukropamu passutus ATO cranu: ne-
nesessle nokasarenn JITTHIT yepes 6-12 mec. nocse
nauana repanuu ' TK, na done xoroporo passusnocs
ATO (p=0,007), nposoaumas Tepanus HUJIOTUHMOOM
(p=0,000) u nonatunucom (p = 0,000). 5-rernsas BCB
B IpyIiIle HUSKOr0/yMEPEHHOrO U BBICOKOI0/04eHb Bbl-
cokoro pucka cornacho crparudukaunn CC-pucka
ESC 2021 cocrasuna 95 u 77% coorsercrenno (p =
0,03). 5-nernsas BCB B rpynne nuskoro/ymepentoro

U BBICOKOrO/OYEHDb BBICOKOIO PHUCKA CONIACHO LIKa-
e HFA-ICOS cocrasuna 90 u 75% coorBercTBeHHO

(p=0,03) (puc.).

3akxaouenue. Y nammentos ¢ XMJI ATO
accouuunposansl ¢ ucxogHo soicokum CC-puckom.
Haubonee HebGnaronpusTHblii KapaMOBACKYJISp-
HbIi1 TpodUIb MOKa3aa HUAOTUHUG U TOHATUHMO.
Ilonyuennsle AaHHBle MOAYEPKUBAIOT Heobxoau-
mocts onenku CC-pucka nepen nasnauenuem VITK
M ero AMHAMHUYECKOTO KOHTPOJISL.



MPUNOXEHME 1

Tabnuua 2. AtepotpomboTnyeckue ocnoxHerus y naumentos ¢ XMJT, Tabanua 3. Mpoduns kaparoTokenyHocTH pasnunybix MTK
nputnmatowmnx UTK

Tabnuua 4. Pacnpepenenne ATO cornacho rpynnam pucka SCORE2, ESC
2021, HFA-ICOS

Puc. 10-netHas 6eccobbiTHitHas BbIXMBAEMOCTb NALMEHTOB, CTPATUPUUUPOBAHHLIX B pasnunuHbie kateropun CC-pucka cornacHo ESC 2021 u kateropuu pucka
pa3BuTHs KapanoTokeuyHocTu cornacHo HFA-ICOS
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ITPEJUKTOPEI PASBUTHS MTHOEKIIA MATKAX TKAHEN ITAPAPEKTAJIBHOIM OBJIACTH ITPY ITPOBEJJEHNY COBPEMEHHBIX
ITPOT'PAMM TEPAIIMU OITY XOJIEBBIX 3ABOJIEBAHMAMU CUCTEMBI KPOBU

PreY «<HMULL rematonorums Munanpasa Poccuu; ?PrEQY BIMO «Poccuiickuit yHmnsepcutet meanumts» Munsapasa Poccun

Bgeepenue. [[edmun'r IPaHyJIOIMTOB, & TAKXKe TOKCHYeCKoe BO3/eii-
CTBHE MPOTHBOOIMYXOJIEBbIX TPENAaPATOB Ha CIU3UCTYI0 0BONOUKY SKeTy-
JLOUHO-KHUIIEUHOr0 TPAKTA U HapylleHue ee bapbepHoil hyHKLMM ABISIOT-
ca BaxkHefmumu dakTopamu, onpenensOUUMMHU passuthe uHpexuu
msarkux Tkaseit napapexranpioit obnactu (MMTIIO) y nauuenrtos
c onyxonesbimu 3abonesanusimu cuctemsr kposu (O3CK).

Iensr paGorsl. layuuth BeposITHOCTb PasBUTUSI AHOPEKTAJIbHBIX
OCJIO’KHEHUI TP PasIMUHbIX BAPUAHTAX OILyXOJIEBbIX 3aboneBaHuil cu-
CTeMbl KDOBU U MPOrpaMMax Tepanuu.

Marepunaasl u meroabl. B perpocnexrusHoe nccaenosanue BKIIO-
4qeno 664 naumenra (310 my»xunn u 344 sxenmunsl) B Bospacre ot 18
no 85 ner (menuana 52 ropa), Bnepssie rocnurtanusuposanubix 8 OI'BY
«HMMU L remaronorun» Munsppasa Poccun ¢ ausapsa 2019 r. no uions
2020 r. ¢ ruarnosamu: nHexomxkuunckas aumpoma (HXJI) (41,9%), muo-
skecrsenHast muesoma (MM) (26,15%), ocrpsit numdobaacTubiil Jeit-
ko3 (OJIJT) (12,84%), ocrpwiit muenouansiit aetikos (OMJI) (19,11%).
Menunana nabaopenus sa 6onpubimu cocrasuaa 5,8 mecsaua. ayvanucs
pesyabrarel 2846 mnporpamm mnporusoomnyxosesoro Jjedenus: 2116
(74,4%) xypcos xumunorepanuu, 730 (25,6%) — HexummoTepameBTH-
ueckue cxembl. B ocranabubix cayuasx (7 = 404) npumensaucs gpyrue
METO/IbI JIEUeHU 5.

PeaynbraTrs n obcyskaenue. 3aboseBanuss NpAMON KMIIKU 3aperu-
crpuposanbl y 145 (22,17%) us 6564 naunenros. UMTIIO guarnocruposa-
Hay 29 (4,48%) nanuentos. Beposrnocts paseuTus aHopexTaabHbIX 3260~
nesanuii x 180-my nuio Tepanuu cocrasuna ans nauumentos ¢ OMIJI 31%,
OJIT — 29%, HXJT — 23%, MM — 9%. 3naunmoe yBennueHne Bepo-
STHOCTU Pa3BUTHS AaHOPEKTAJIbHBIX 3ab0eBaHuil OBUIO OTMEUEHO MpH UC-
[OJIb30BAHUM B IIPOTUBOOILYXOJIEBbIX CXEMaX aHTPALMK/IMHOBBIX aHTH-
6uorukos (33% vs 18%, p = 0,0004), uurapabuna (32% vs 20%, p = 0,012),
merorpekcara (58% vs 22%, p = 0,019). YBennuenue uactorsr aHopekTanb-
HbIX OCJI0’KHEHUH Pa3BUBAJIOCh B Pa3HblE CPOKU B 3aBUCHMOCTH OT BapHUaH-
Ta Tepanuu (Mpu NpUMeHeHUHU aHTPALMKIMHOBBIX aHTUOMOTUKOB — ToCIIe
30-ro pus or Hauasna Tepanuu, nurapabuna — nocae 60-ro aHs, a mero-
tpekcara — nocsie 90-ro nHA), HO BO BCeX CiIydasx COXPAHSIIOCH B TEYEHUE
BCEro CpoKa HaboneHus. Bepostrocrs passurus UMTIIO k 180-my nHio
OblIa CyIIECTBEHHO BbIlIe Y MALMEHTOB ¢ ocTpbimu jeiikosamu (OMJI —
11%, OJIJT — 10%), uem y nauunenros ¢ HXJI (2%) u MM (1%) (p = 0,0007).

3axmouenne. BepoarnocTs passutus nndexnum MATKUX TKaHel na-
papexTaabHOi 06s1acTH, a TakKe APYTMX aHOPEKTaJbHBIX OCJIOMKHEHMMH
CYILECTBEHHO BbILIE y NALMEHTOB C OCTPbIMU JIEHKO3aMHU, & TAKIKE IIPH pe-
anM3anMu NPOrpamm MPOTUBOOILYXOJEBOI TEpPANUM, BKIIOYAIOLIMX aH-
TPALMKJIMHBI, UUTAPAOUH U MeTOTpeKCaT.

LWyxos O.A.!, lasapesa O.B.!, llegoeckmnx tO.A.%, Omenbanorckui B.B.3, Maposnunukosa E.H."2

OIPE/JEJEHUE YCPEJHEHHO! IIOTPEBHOCTH B IPUMEHEHUAY COITPOBOIMUTEIBHON TEPAIIUM M TEPAIIAM OCJIOXXHEHUI
I[IPY IEYEHU U HAMBOJIEE 3HAYMMEBIX OITY XOJIEBBIX 3ABOJIEBAHUM CCTEMBI KPOBHU

'OrBY «(HMUL rematonorum» Munaapasa Poccuu; 2PIEOY BMO «Poceuiickuit yrusepcutet meanumis» Munzapasa Poccunm; *OIBY «L|OKKMIM» Munsapasa Poccun

Beepenue. B pamkax cosmecrnoit nayunoit paborst HMUILL remaro-
soruu u LIOKKMII no onpenenennto l'IOTpe6HOCTI/I B PaCXo0Jax CUCTEMBI
31 PaBOOXPAHEHNS HA OCHOBHYIO M COIPOBOAMTEBHY 0 TEPAIIMIO IIALMeH-
TOB C OT/eJbHBIMM HanboJiee 3HAYMMBIMH OILY X0JIeBbIMU 3ab0/1eBaHUAMU
cucremsl kposu (03CK) ¢ ncnonbsoBannem coBpemeHHBIX METOLOB Aua-
FHOCTHMKM, MOHUTOPUHTA U JIEYeHHsI COMIACHO KJIMHUYECKUM PEKOMEHA~
LMAM 3aBeplieH 9Tan paboThl 10 onpejeseHne yCpeJHEHHONH noTpebHOo-
CTH B IPUMEHEHUH CONPOBOUTENBHON TEPAIIMU U TEPATIMH OCIOKHEHUH.

Iens paGorsr. Onpepenuts ycpeaHeHHY0 NOTPEOGHOCTL B MpUMeHe-
HUM CONPOBOAMTENBHON TEPAINY M TEPAIMU OCJIOKHEHUH IIPY JIeIeHUN
ocHoBHOTO 3a6boseBanus no nepednio 18 03CK.

Marepuannt u meroppl. Ha nepsom srane 6b1 nposeaeH aHannsa uc-
TOYHMKOB CBE/IEHUI O CONPOBOAMTE/IbHON Tepamuu U TEParluu OCJIONK-
nenuit (CTuTO) 03CK u dpopmuposanue na ux ocuose 6aoxos CTuTO
npu JeueHun ocHoBHoro sabosesanusi. Cdopmuposanbl crefymoume
0606mmennsie 6a0km: mpodunakTrrka NHGEKIMOHHBIX OCJIOKHEHWI, Je-
yeHne GakrepuasbHbIX UHQeKLU, oTAenbHble HHPeKk U, Tpebyomue

Puc. Urorosas ctonmocTs COI'IyTCTBYIOLLLeﬁ Tepanum u Tepanmm OCNOXHEHMM onyxonesblX 3a60-

NEBAHWUM CUCTEMBI KPOBM HA BCIO NONynauMIO NALMEHTOB B rof, MJTH py6
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0coboro sieueHus:, JedeHue repHecBUPYCHbIX uH(QEKIU, JeueHUe MH-
¢dexunii, BbIZBaHHBIX rpubamu, JieueHUe IeMOPPArMYeCKUX OCJIOMHe-
HMH, npoduakTUKa U JeuyeHUe TPOMOOTMYECKMX HapylLIeHUil y rema-
TOJIOPMYECKUX MALMEHTOB, T€PANUs MALMEHTOB C OCTEOAECTPYKTHBHBIM
CUHAPOMOM, Tepanusl NPOYMX HAPYLIEHUI APYIMX OPraHoB U CHUCTEM,
COMpPOBOAINTEbHAS TEPATIUSI IPU IPOBeieHUU CrieliupUUecKoil Tepanuu.
Oxcnepramu 6bin cpOPMUPOBAHBl M BaJUAMPOBAHbI TEPEYHU JeKap-
CTBEHHBIX NPENapaToB, HEOOXOAMMbBIX NP NPUMEHEHUU METOLOB Me/H-
nuHckoro Bmemarensctsa, ¢ uenbo CTuTO. Tlponssenen pacuer cronmo-
CTH 10 KOHKpeTHbIM 3aboseBanusm u oraensubim 6nokam CTuTO.
PeayabraTst u o6cysxaenne. Ananus urorosoit cronmocrn CTuTO
Ha opHOro mauuenta (Ha OAMH MALMEHTO-TOA) MOKa3as, 4To Hambo-
aee poporocrosimeit sBastercst CTuTO cnepyromux 3CK: ocrpsiit mue-
nobaacrubii seitkos (5,49 mnn py6.), mHoskecTenHas muenoma (3,63
muh py6.), bonnukynapuas numdoma (3,62 man py6.), a anaaus obuteit
urorosoit croumoct CTuTO (sceit nonynaunmn): muoskecTBeHHAs Mue-
noma (48 775 man py6.), ocTpblit Mmuenobaacrusiii seitkos (32 954 mun
py6.), arpeccusHble Hedomnukyasipable tumdomst (23 322
munn py6.). Hanbonee sarparusie 6nokn CTuTO (na ogun
YCPEeAHEHHbIH MAlMeHTO-TOR): JedeHne M MpoduIaKTH-
ka Gakrepuansubix (693 498 py6.), rpubrossix (280 415
py6.) uHpeKkLUil, TpUMeHeHNe BHYTPUBEHHOIO MMMYHO-
rnobynuna (235 867 py6.). Urorosas croumocts comyt-
cTBytoweit Tepannu u tepannu ocnoxkuennit 3CK Ha Bcro
HOMySLUI0 GONBHBIX B TOJ| 110 MEPEUHI0 aHAIU3UPYEMBbIX
Hosousoruii cocrasasier 189,6 mapa py6neit (pucynox).
3axmouenne. ConpoBogurenbHas Tepamusi sIBJSET-
CSl HEOTHEMJIEMOIl YacThl0 NPOrPaMMHON Tepanuu re-
M067acTO30B M TUM(OM M BHOCUT CYLIECTBEHHBIH BKJAaJ
B BBIX)KUBA€MOCTb DOJIBHBIX MOCJE IPOBEIEHHOr0 XUMUO-
tepanesTuyeckoro seuenus. Haubosnee sarparHoii yacToio
CTuTO sasasercs neuenue u npodunaktura MHpEKIUOH-
HBIX OCJIOKHEHUH — OCHOBHBIX IPUYMH CMEPTHOCTH Y Ma-
nuenros B pemuccun 3CK. Pacxonpr na conposonurens-
HYIO TEpPAIUIO AOJKHBI OBITh YUTEHBI B CTOMMOCTH CJLydast
OKasaHus MeauIMHCKOM momomu nanuenTam ¢ 03CK, rax
KaK COCTABJSIOT CyLIECTBEHHYIO [0JII0 3aTpaT Ha JedyeHue
1 OKa3bIBAIOT 3HAYMMOE BJIUsSHUE Ha ero 9¢p(peKTUBHOCTD



MPUNOXEHME 1

LLlemenesa E.IO., Canomawkura B.B., A6pamoea T.B., Cennearoea [1.C., Muennunnkoea O.C., Cypun B.J1.

HAPYIIEHUS YMCJIA KOITUI TEHOB AJIb®A- 1 BETA-IEIIEN TEMOIVIOBMHA Y TEMOTJIOBMHBI C TUBPYTHBIMU LEIISIMUA
B POCCUICKOH HOITYJISLN

Prey «<HMULL rematonorum» Munsgpasa Poccum

Beegenne. I'emornoOuHbl uenoBeka COCTOAT M3 ABYX TOMOAMMEPOB
anbda- u Gera-noaobHbIX neneil. ['enbl, KoaupyoMe 1eny reMorIoouHa,
pacrnosioskeHbl ABymsl kaactepamu. Knacrep renos, kopupyomux anbda-
nonob6uvie nenu (HBZ, HBAI, HBA2), pacnonosxen na 16-it xpomocome.
Knacrep renos, xopupyromux 6era-nonobusie nenu (HBEI, HBGI, HBG2,
HBD, HBB), — ua 11-it xpomocome. BuyTpu xnacrepa renst pacronosie-
Hbl B NOPSIIKE UX OKCIIPECCUM B XO/le OHTOreHe3a. | eHbl pasHbIX cTapuil
BOSHMKJ/IM B pe3yJsbTare psiaa AYIUIMKALWH [MPEJKOBOIO TeHa, BEPOSITHO,
obuero s 060MX KJIACTEPOB, BCJIEACTBUE YEro reHbl INIOOMHOBBIX Lienei
u pnanxupyomue ux obnactu romosnornunbl. Takoe cTpoenue MoxeT npu-
BOJUTB K HEPABHOMY KPOCCHHIOBEPY U, KK CJIEACTBHE, U3BMEHEHUIO Y1l
KONMUI{ reHOB UJIM MOSIBJIEH IO TMOPUAHBIX reHOB. Takue HapyLLIeHUs! B reHax
Lerneii remorso6MHa OMUCAHBI B MEHbIIEH CTENEeHH, YeM TOYeUHbIe HYKJIeo-
TUHbIE 3aMEHBl. DTO CBSI3aHO C OTHOCUTEIbHO HEAABHUM Pa3BUTHUEM Me-
TOAA MyJBTUILIEKCHON amrindukaunu auruposanusix sonnos (MLPA),
KOTOPBIH c/le1a1 UsyueHrne U3SMEHEHHsI KOMIAHOCTY reHOB 6e3 N3BEeCTHBIX
TOYeK paspbiBa Oosiee AOCTYTHBIM. YMeHbIIEHUEe YMCIa KOMMHA MPUBOLUT
K TaJaCcCeMUH, YBEeJUYEHUE MOYKET IPU HAJIUYUU COIYTCTBYIOLMX Tajlac-
ceMHuecKUX MyTaunii Moandunuposarts ux dpenorur. [lossnenue rubpusa-
HbIX F€HOB IIPUBOJIUT K CUHTE3y AHOMAJIbHbIX TeMOIIOOMHOB.

Ileas paborbr. Onucarbs BapuaHTbl HAPYIIEHME YMCJAA KON U HO-
sBjeHusl TUOPUAHBIX TeHoB B anbda- M OeTa-rmOGUMHOBBIX KJacTepax
JUIS1 POCCUMCKOM MOy JISIIIUN.

Marepuanbt u metopbl. Merogom MLPA Gbuiun BbisiBieHb! HapyLue-
uusa anbda-kaacrepa y 20 manuenTos ¢ anbda-ranaccemuet, 2 manuen-
TOB — C JIETKMM Te4eHHeM DeTa-TaJacCeMMH U 3 MallMeHTOB — C TS KEeJbIM
Teuenuem Gera-rasaccemun. B Gera-rnobuHOBOM KJacTepe HapylleHUs
ObL1u BbIABIIEHB! y 9 NALMEHTOB C TajaccemMueil Uy 3 HalMEeHTOB — C aHO-
MaJIbHBIM T€MOIJIOOMHOM.

Peayabrarst n o6cyxaenue. Boiso BLISBIEHO HIECTh BADUAHTOB fie-
neuuit B ansda-knacrepe (tabia. 1 u 2). Bee onun onucanst B iurepatype.
Yersipe us nux (-a4.2(C), -a3.7(B), -a3.7(F), -a3.7(D)) cBsizanst ¢ Hepas-
HBIM KpoccuHroBepom mexay renamu HBAI v HBA2, ocrasmmeca ((MEDI
u (-a)20.5) obycnoBens Apyrumu mexanusmamu. [lBa BbIsBJIEHHDBIX THIIA
tpunnkauuu renos BAI u HBA2 taxske cBsSIBaHbI ¢ HEPABHBIM KPOCCHH-
rOBEPOM M OMMCaHBI B auteparype. B Gera-rnobunosom knacrepe 6b110
BBISIBJIEHO YeThIpe BapuaHTa Aejenuil. Bce oHn He cBABaHbBI ¢ HEpaBHBIM
kpoccunrosepom. Haubonee pacnpocrpanennoii Gbiia onucannas patnee
cununuiickas geneuns. OcranbHble TPU BCTpeUYeHbI Biepsble. Y ABYX Ha-
LUeHTOB BbisiBJeH rubpunubtit ren HBD/HBB, cBasanublii C CMHTE30M aHO-
MmaJbHOro remoriobuna Lepore.

3axsrouenne. Bce napymenus, seissnenubie B anbda-rnobuHoBom
KJIaCTepe, paHee ONMCAHBL B JUTEPAType U [Jsd HUX yKe padpaboTaHb
CHCTeMBI AUATHOCTUKY METOAOM CeKBeHnpoBanus no CoHrepy, 4to gena-
€T BO3MOXKHBIM ITPOBEJEHNE IM'eHeTUYeCKON AMAarHOCTUKU B POCCHMHCKOMN
nonyasiuuu 6es ucronszopanust MLPA. B Gera-rnobunosom kiacrepe,

HaIpOTHUB, HECMOTPS HA TO YTO B POCCUICKOM MOILYJISIIIUU SIPKO BBIPAYKEH-
Hasi Ma>kKOpHasi JeJielisi ONKUCaHa B JIUTepaType U JUIsl Hee paspaGOTaHa
CHUCTeMa JeTeKLMU Ha OCHOBe cekBeHuposanus 1o CoHrepy, HpucyTcTBY-
eT 3HAUMTE IbHAas [10J151 PEIKMX, HE ONMCAHHbIX PaHee eI, YTo aea-
eT IMarHoCTUKY /J1s1 POCCUICKON MOMyJIsIiMM KpaiiHe 3aTpyAHUTEIbHON
6e3 ncnoaszoanuss MLPA.

Tabnuua 1. TUnbl HOPYLEHM, BbISIBIEHHbIE B POCCHIACKON MOMYSLUM

Hassakue Touku paspsisa N xpomocom
Beta-rnobuHo- N NG_000007.3:9.64336_77738del 7
sl knacTep [T\ 001 (bf481) NG_000007.3:g. 70107_71912del 1
New2(bf1501) NC_000011.10:9.5209260_5249391del 1
New3 (bf1654) NC_000011.10:g.(5215871_5224943)_ 1
(5233032 5234583]del
Hb lepore NG_000007.3:g. (63033_64584)_(70727_71150)del 3
Anbda-rnobuno- -a4.2(C) NC_000016.10:9.169818_174075del 1
euifi knactep -a3.7(B) NG_000006.1:g.34311_38114del 1
-a3.7(F) NG_000006.1:9.33103_36906del 2
-a3.7(D) NG_000006.1:9.34247_38050del 15
-MED1 NC_000016.10:9.162862_180269delins[A;125806_ 2
125933inv;CTACA]
(-a)20.5 NG_000006.1:9.18201_37870del 16
aaaanti3.7(F) NG_000006.1:9.33103_36906dup 2
aaaanti3.7(D) NG_000006.1:9.34247_38050dup 1

Tabnuua 2. TeHOTUNbI NALUMEHTOB, BHISBIIEHHbLIE B XOAE UCCNEA0BAHMUS

MatoreHHbie BapuaHTI

s rexe HBB
~a3.7(F)/N CD5 [-CTI/N 1
~a3.7(DJ/N 1
~a3.7(D)/N CD8 [-AA]/IVSI+6 [T>C] 1

-a3.7(8)/-03.7(D) 1

(-0)20.5/-03.7(D) 12

(-a)20.5/-03.7(F) 1
(-a)20.5/N 2
(-a)20.5/-a4.2(C) 1
MEDI/N 2
aaaanti3.7(F)/N CD8 [-AA]/N 2
aaaanti3.7(D)/N IVSI+1 [G>A]/N 1
beta-rnobuHosbIi SI/Sl 1
knacrep SI/N 1
SI/N VS [G>Al/N 1
Newl/N 1
New2/N 1
New3/N 1

Hb lepore/N 3

MameHerue umucna konui N nauuMeHToB

Anbda-rnobuHoseit
Kknacrep

SctpuHa M.A., Kyra N.C., Kynaruna U.U., Mutnna C.B., Boromonshbit M.T., Ba6erko E.B., Topoaroera M.A., Ananckuit AJ1., Mesuoe [1.2.

BBIBOP ITPOTOKOJIA 3ATOTOBKY T'EMOIIOATUYECKMX CTBOJIOBBIX KJIETOK ITEPUMEPUYECKON KPOBU.
OIIBIT HUU TOTUT UM. P.M. TOPBAYEBON

DIBY BO «[lepewiit Cankr-lNetepbyprekusi rocynapcTeerHbii MeAnLMHCKMI yHBEpCuTeT umenu akagemmka V.M. Masnosa» Munsapasa Poccun, HAM JOTT vm. PM. Top6avesoit

Beenenue. TpancnianTanusi reMornosTHYECKUX CTBOJIOBBIX KJETOK
(TT'CK) siBnsercst onnum ua Hanbosee apdeKTUBHBIX METONOB JeueHus
reMaToJIOrHYeCKUX, OHKOJIOIMYECKUX, MUesno- U auMdonpoaudepaTus-
HbIX, HACJIEICTBEHHBIX U Ay TOUMMYHHBbIX 3abonesannii. Her rpancrnaan-
Tara — HeT TPAHCIIAHTALIUMU.

Iens paGotsr. Ouenxa addexrusnocTr u 6€30MNaCHOCTH U KpUTEPUU
Bbi6opa nporoxoaa (MNC, cMNC) 3aroToBKH reMONOSTHYECKUX CTBO-
N0BbIX KJeTok nepudepuueckoii kposu (I'CKITK).

Marepuasnst u meronsi. 3a nepuog ¢ 01.01.2022 no 31.10.20256 8 HUU
JOT'uT um. P.M. I'op6auesoii 6b11a Beinonnena sarotoska ' CKITK y 510
nauuenTos (us xortopbix <18 et 136 (26,67%) ven.) uy 673 annoreHHbIx
nonopos. Menuana Bospacta aJjis Bcex marnueHToB coctasuia 43,7 rona
(8 mec. — 73 ropa), nns nanuentos <18 ner — 7,2 rona (8 mec. —17,9

roja), AJis aJJIOTeHHBIX JOHOPOB — 37,6 roaa (7—69 ner). Pacnpenenenne
aJUIOreHHBIX JOHOPOB 10 nony: 317 sxen. (47,1%) (2022 r. — 76 (49,7%),
2023 r. — 78 (43,3%), 2024 r. — 89 (48,4%), 2025 r. — 74 (47,4%)), 356
my>xamn (62,9%). 3aroroska 'CKIIK nposogunacs na cenaparope xie-
tok kposu Spectra OPTIA (2 = 1604) no nporokonam MNC (z = 1385
(86,3%)) u cMNC (12 =219 (13,7%)). CocyaucTstii fOCTyN: y NALLMEHTOB —
100% uenrpaasusie senst (LIBK); y nonopos: nepudepuueckue sens —
n =473 (70,3%), LIBK 2 = 200 (29,7%) (ILIBK 2022 r. n = 55 (34,6%, 2023 r.
n =61 (33,89%), 2024 r. n = 51 (27,72%), 2025 r. n = 33 (21,2%)). [Toacuer
kaerok CD34* npoBoauiics MeTogomM NpOTOYHON LIUTOMETPHUH.
Peayanbrarsl u obcy»xpaenune. 3a ykasaHHbI Mepuoj ObLIO BIIOJ-
neno 727 adepesos I'CKIIK y nanuenrtos (saroTosseH TpaHCIIaHTAT
na 641 ayro-TI'CK) u 877 sarorosok y asorenusix goHopos (mosyuex
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rpancrantar Ha 698 anno-TI'CK). ITo nporokony MNC y 396 nauu-
enros Bemosneno 597 (82,2%) adepesos I'CKIIK, y 578 nonopos npo-
segeno 772 (88%) adepesos I'CKIIK. Ilo nmporokony ¢cMNC y 114
naruentos mposeneno 130 (17,8%) adepesos I'CKIIK (mamuentsr <
18 ner: no nporoxony cMNC 69 (169 scero) (34,9%): 2022 r. — 6 (12%),
2023 r. — 8 (19,6%), 2024 r. — 26 (62%), 2025 r. — 19 (67,9%)). ITo npo-
roxony cMNC y 97 nonopos nposeseno 105 (12%) adepesos I'CKITK
(2022 r. — 0, 2023 r. — 13 (5,6%), 2024 r. — 32(13,6%), 2025 r. — 60
(30,2%)). Ilo CD34* no nporoxony MNC B cpeamnem sarorosseHo
sa onun adepes: y nanuentos — 3,62 = 1,94 (0,8-22)x10%xkr Beca pe-
munuenta (y nanuentos <18 mer — 4,65 = 1,9 (0,8-22)x10°% xr Beca pe-
LUIMEHTA); ¥ AOHOPOB — 5,72 + 2,3 (0,9-32)x10°/ kr Beca penunuenta.
Konuuecrso CD34* no nporoxoay cMNC B cpennem 3a onun adepes

cocraBuio: y nanumentos — 3,76 + 1,91 (1,2-24)x10%xr Beca penunuenra
(y naumentos <18 ner — 5,02 = 1,7 (1,2-24)x10%kr Beca peunnuenta);
y ponopos — 5,6 + 1,9 (0,7-26)x10%/xr Beca peuunuenra. OcnoxxHeHus
(nucanexTponuTeMus), CBA3AHHBIE C TPOBeleHNeM 3arOTOBKY, 3aduKcH-
posaubi: no nporokory MNC: y 57 (14,4%) nauuenros; y 22 (3,8%) mono-
pos; no nporoxosny cMNC: y 12 (10,56%) nauuenros, y 3 (3,1%) nonopos.

3axouenne. O6a nporokonasarorosku I'CKITK na cenaparope xue-
tox kposu Spectra OPTIA addexrusnnr u 6esonacusr. Vcnonbzosanue
nporokona cMNC nossonsier causuts wacrory nocranosku LIBK y ax-
JIOTeHHBIX [OHOPOB. B Ka’k/0il KIMHMYECKOH CUTyaluu MOKET ObITh
BbIOpaH TOT MM MHOI nporokos. Hamu kpurepun Beibopa nporokosa
sarorosku 'CKITK cMNC: neiixadepes y Aereit maccoii menee 30 kr, na-
LIMEHTBI U IOHOPBI C «COMHUTEIbHBIM» COCYAUCTBIM AOCTYIIOM.

lOaunuesa O.C., Koxokaps M1.B., Lieetkosa JI.A., Paxmanoea X.3., beikosa T.A., Antonosa T.B., NMauna O.B., Cemenosa E.B., 3y6aposckas J1.C.

®AKTOPBI, BJIUSIOIINE HA PEAKTABAILIMIO TEPIIECBAPYCHOIM MHOEKIIMA Y IETEN C OCTPHIMU JIENKO3AMU
ITOCJIE AJUIOTEHHO! TPAHCILTAHTAIIYM T'EMOIIO3TUYECKMX CTBOJIOBBIX KJIETOK

PreY BO «[epsbiit Cankr-lNeTepbyprekuil rocyfapcTBEHHbIN MEAULMHCKMIA yHBEPCHTET MMern akagemuka V.M. Masnosa» Munsgpasa Poceun, HAW JOTMMT um. PM. Topbauesoi

Beenenne. PeaxruBanus repnecsupycos (unromerasoBupyc —
IIMB, Bupyc Onwreitna — Bapp — OBB, repnecsupyc uenosexa 6-ro
tuna — ['BY-6) ocraercs BaskHoit npobiemoit y neTeii nocse aaoreHHoM
TPAHCIUIAHTALMY FeMOIIOATHYECKHX CTBOJIOBBIX KaIeTOK (amno-TI'CK).

Ienn paGoTsl. BbigBUTh KAMHUKO-reMaTONOrNYECKUE U TPAHCILIAH-
TalMoHHble (PaKTOPbl BUPYCHBIX PEAKTUBALMII y MALUEHTOB C OCTPBIM
aumdobaactapim netikozom (OJLT).

Marepuanbt u metoabl. PerpocnexTusHo npoanaausuposaHbl gaH-
uste 210 gereit ¢ OJIJI (mepunana Bospacra — 9 ner), nosyunsBmmx nep-
Byto amno-TT'CK B 2018-2024 rr. Esxenenensubiit monuropunr [IMB,
ObB n I'BY-6 nposopmau meromom koamuectsennorn I[1LIP mo +100
nus. CraTucTuyeckuii aHas U3 BHIMOJHEH C WMCHOJb30BAHUEM METO/A
Kannana — Meitepa, Tounoro tecra @uwepa, perpeccun Koxca n ana-
n1usa KOHKy pupyomux puckos (p < 0,05).

Peayabrarst u o6cysxaenue. Peaxtupanus xors 661 onHOTO Teprecsy-
pyca oisBrena y 65,0% naunenros: LIMB — y 57,0%, 'BY-6 — y 58,0%,
OBB — y 39,0%; muxcr-undexunn — y 22,9%. Meauansr Bpemenu pe-
axtuBammm: 1 BY-6 — [1+29, IIMB — [1+35, OBB — [1+53. HaubGounee

Puc. 1. KyMynstveHas yactota peakT1eaLmmu
[BY-6 B 3aBMcMMOCTM OT TMRA AoHopa. Me-
toa Kannana — Me#epa ¢ aHan13om KoHKy-
pupytowmx puckos (p < 0,001)

108

Puc. 2. MHorobaktopHbiit aHANN3 NPeAUKTOPOB PEaKTMBALMM reprec-
BUPYCHbIX MHbeEKLMIt Y nauuenTos nocne anno-11CK

BHAYMMBIMU NPEANKTOPAMU PEAKTUBALNN OKA3aJUCh TUI AOHOPA U CTe-
neus HLA-necosmectumoctu. [1pu ranioneHTHYHBIX TPAHCIIAHTALMAX
yacrora peaktusauuu ['BU-6 cocrasuna 44,3% nporus 13,0% npu noa-
HocTbI0 coBmecTumbix gonopax (p = 0,0001), coorHowenue puckos — 4,81
(95% OW: 1,94-11,88), puc. 1. ITpu HLA-necosmectumocru I'BY-6 Borsis-
asn y 42,9% nanuentos nporus 10,5% npu nonnoit cosmectumoctu (p =
0,0001). Peaxrusauus repnecsupycos 6bi1a obnapysxena y 98 nauumenros
(69%) B cnyuae ponopa crapiue 29 net u y 39 naunentos (57,3%) B ciyuae
nonopa maaaue 29 ger, p = 0,0979. Peakrusanus HHV-6 ormeuena y 59%
nanuentos ¢ gonopamu crapue 29 ger ny 30,8% — c monopamn maanume
29 ner (p = 0,05). IIlpu npumenenun mMuen0abIaATUBHBIX PEXKMMOB KOH/HU-
unonuposanus (MAC) peaxrusauns ormeuenay 70% (z = 91), npu RIC —
vy 80% nauunenros (n = 46 us 58; 30,9%), p = 0,164. Hacrora peaxrusauun
reprecBUpycoB Oblia Bbllle y NALMEHTOB, NOJLYYaBIIMX MOHOKJIOHAJbHbIE
anTurena no aano-TT'CK (70% vs 61,2%, p = 0,257). ITon, Bospact peunmnu-
enta, ummynodenorun OJIJ], cratyc saboneanus, NCTOUHUK TPAHCIIAH-
rata, ABO-necomectumocts u tun npopunaxruxu PTIIX cratucrnue-
CKM He BausaM Ha puck peaktusanuu (p > 0,05), puc. 2.

3axirouenne. PeaxtuBaums rep-
necsupycos y nmereit ¢ OJIJI nocne
am1o-TT'CK seisBnsnace B 66% ciy-
yaes. Haubonee snauumbimu ak-
TOpaMU  BUPYCHBIX  peaKTHUBALUH,
ocobenno I'BY-6, sBasuimcs rario-
upenTryHblil tin goHop u  HLA-
HeCOBMECTUMOCTb, & TaKyKe BO3PACT
noHopa crapiue 29 ser. Y nanumeHros,
[OJLy YMBLINX [PEALIECTBY IOLLY IO
TEPAalnI0 MOHOKJOHAJIBHBIMU AHTH-
TeJlaMM, OTMeYasach TeHAEHIIUS K TO-
BBILIEHUIO YaCTOTbl BUPYCHBIX peak-
TUBALAMN.
ormeuena u npu ucnosszosanuu RIC.
Knunuko-remarosornueckue  xapax-
TEPUCTHKH PELMITMEHTA He OKA3bIBAJIM
CTaTUCTUYECKM 3HAYMMOTO BJIMSIHUSI.
INosyuennble gaHHbBIE INOAYEPKUBAIOT
HeobXOMMOCTb yCUIIEHHOTO BUPYCO-
JIOPMYECKOr0 MOHUTOPUHTA U PAHHEro
HayaJla IpeBeHTUBHON IPOTHBOBUPYC-
HOW Tepanuu y PEeLUIINEHTOB TaIlio-
uneatTnaabix 1 HILA-HecoBmecTumbIx
TPAHCIVIAHTATOB, a TaKkyKe y MallueH-
TOB, HOJI_yLlI/lBLLII/IX MOHOKJIOHAJIbHbIE
anTurena no awio-1 T CK.

AHajoruyHasi TeHIEHLMS



MPUNOXEHME 1

lOcynoe T.P.!, Kucnoea M.M.!, Omutpuesa E.A.', Ko63ee lO.H.!, lo6aHb A.M.", Tnapsiwesa M.A.2, O6yxosa T.H.2, bupepman b.B.2,
Cynapukos A.B.%, Mrywkuu B.B.", Hukutun E.A

KJIMHNYECKUE XAPAKTEPUCTUKH U PE3YJIBTATBI JEYEHU I TPAHCOOPMAIIMI PUXTEPA: 15-JIETHUI OITBIT OIHOT'O HEHTPA
'TBY3 «MMHKL, um. C.MN. botkmnra A3M»; 2DIBY «<HMWL, rematonorums» Munsapasa Poccum

Beenenue. Tpancdopmanus Puxrepa (TP) npu xponnueckom mumdo-
neiikoge (XJ1JI) accounupyercs ¢ kpaiine HeGIArONPUSTHBIM TPOTHO30M,
a cranpaprable xumuonmmyHorepanesruyeckue nopxonsl (XUT) uacro
obecrneunBaoT OrpaHNYEHHY 0 JJIUTEIbHOCTb KOHTPOJIs 3260/ 1eBaHMsI.

Iens paGorsr. OxapaxkTepuszosaTh KAMHUYECKUiT TPodUIb MaueH-
toB ¢ TP, BapuanTs! teueHs U UCXOADBL B yCIOBUSX OJHOIO LEHTPA.

Marepuaast u meroast. [IpoBeneHo perpocrekTuBHOE OLHOLEHTPO-
Boe uccaenosanue 63 naunentos ¢ TP, mony4asmunx nevenne 8 MMHKI]
um. C. I1. Borkuna ¢ 2010 no 2025 ron. OB paccuureiBanu ot gatst ycra-
HoBJsieHus auarHosa TP no cmepru nnn nocnennero xonrakra. TapretHbie
npenaparst (T) B 1-#1 munun repanuu TP onpenensan no nanuuuio B cxe-
Me UHIMOUTOPOB TUPO3MHKUHA3E BpyToHa, BeHeTOK/1aKCa, UHIMOUTOPOB
KOHTPOJIbHBIX TOYEK MM 0OMHYTy3yMmaba.

PeayasraTst n 06cysxaenne. B koropry 6b1am Braouens 41 mysxunna
1 22 5KkeHIUMHbL; Me/JUAHHBII BO3PACT HA MOMEHT TPaHC(OPMALIUU COCTABUI
64 ropa (pasbpoc 40-91). Cemb naunenros (11%) ne nonyuanu repanuio
XJUI mo ycranosku anarnosa TP. I'mcronornueckoe nonrsepxpenne TP
nposeaeno y 45/63 (71,4%). Ilo mannbim perucrpa aud-
¢ysnas B xpynnoknerounas numdoma y 42 nauuenros,
Bapuant TP B numdomy Xomkxuna — y 2; skcrpaHony-
AspHas nnazmobnactaas numpoma EBER-neratusnas —
1. Meaunana uucna aunuit repanun XJ1JI o rpancdopma-
uun — 4 (pasbpoc 0-10), meqnana uncna nunuii repanuu
rpanchopmanuu — 1 (pasbpoc 0-7). Bpems or nocranos-
ku puarnosa XJIJI no TP cocraBnno mennany 69 mecsues
(pasbpoc 0-227). Bpems or nauana 1-it nunuu repamun
XJIJT no TP cocrasuno mepuany 37,5 mecsua (pasbpoc
0-153). Meauana obrueil BLIXKMBAEMOCTH OT MOMEHTA I1O-
cranoBkm auarnosa TP cocrasuna 5,62 mecsina, l-nmerusist
BbiskuBaemocts — 36%. leneuns 17p soissaena y 14/36 06-
caneposannbix (38,9%), nenenns 11q — y 9/26 (34,6%), nene-
uus 13q — y 8/26 (30,7%), rpucomus 12 — y 4/26 (15,4%).
Myrauuu 7P55 6b11n soisisienst y 10/14 (71,4%) naumenros.
¥ 100% (30/30 naunenTos) nanueHToB ObLI ONpeje/eH He-
myruposannsiii craryc IGHV. Uccnenosanue xnonanbHoit
CBSI3AHHOCTH OBLIO MPOBEJEHO y 5 MNALMEHTOB, U3 KOTOPBIX
ona 6b11a yeranossena y 4. B 1-# munun repanuu rpancdop-
mauuu T npumensiaucsy 24 (38,1%) nanuenros, X1UT — 27
(42,8%), nyueas repanua — y 3 (4,8%), xupypruueckoe

neuenue — y 2 (3%). ¥ 21/24 (87,56%) nanuenros noayunau T B 1-it nunun
TP u npumensau T pas nevenus XJJI, rorpa kax 17/27 (63%) nonyunnn
XWT pna TP, no npumensin T pis repannun XJ1JI. Cemp naunentos (11%)
He CMOIVIM HAa4aTh TEPATIUIO MO TSAXKECTH COCTOsiHUs. Y 2 nauuenTos Oblia
nposenena aano-TT'CK, oba gocturim nonnoit pemuccuu, 1 nposeneno
CAR-T. Meauana obuieit BbI>KHBAEMOCTH OT MOMEHTA YCTAHOBKH JUATHO3a
TP 8 rpynne ¢ T cocrasuna 13 mecsiues, rorna kax B rpynne X1UT — 12,5
mecsua (p = 0,8) (pucynok). Konnuecrso nmunnit repanun XJIJI B anamue-
3e, ucnoabsosanue T s neuenus XJIJI, Bospact Ha momeHT mocTaHOBKM
nuarHosa TP ue oxasanu Bauanus na pesyasrarst (p > 0,05).
3axmouenne. [lannoe
npobsieMbl TAPMOHM3ALMU OLEHKM THCTOJIOrMYeckoro marepuana TP
C OINpefeseHneM KJIOHAJbHOCTH, PAlMOHa]bHOro BbibOpa Tepanuu l-i
auHuK ¢ Brawdenrem 1 y nanuentos ¢ TP. Ocraercst orkpbiTeiM Bonpoc

onucareJibHOE HCCJaen0oBaHUE PACKPBIJIO

ONTUMAJbHON TAKTUKHU BeJ€HNUs NaLUeHTOB, 0COOEHHO MOJIO/IOr0 BO3pac-
Ta, ¢ nesnto noarorosku k nposegennio amno-1'CK u CAR-T B kasecTse
KOHCOJIM A1 H.

Puc. Kpuseie OB naumnentos ¢ TP B 3asucumocTut ot tuna tepanmu 1-i nuHuu. 3eneHas nMHus —
TapretHas Tepanus (n = 24), cunas nuHua — xummommmyHoTepanus (n = 27). Mokasans 95%
posepuTenbHble HTepsansl. p = 0,80

Slkoeneea E.B.!, Scrpy6bunenkas O.U.!, Angpees H.B., 3o3ynsa H.U.!2
TPOMBO3bI ¥ BOJIBHBIX C HACJIEACTBEHHBIMU JEGUIIUTAMN ®AKTOPOB CBEPTBIBAHU A KPOBU

'®DrBY «<HMULU rematonorum» Munsapasa Poceuu; 2@TBOY BIMO «Poccuiickmit ynusepcuter meamumnb> Munaapasa Poccum

Beepenue. Urpaer nu pedunnr daxropa ceepThBaHUS KPOBU MPO-
TEKTUBHYIO POJib B OTHOIIEHUM TPOMOO30B — BOMPOC AUCKYTaOe bHbIH.
Ha ceroans nccnenoBaHus NOKasblBAaIOT, YTO NMpU reMoMIMU YacTOTa
rpomboTnuecknx cobbITHI Takas ke, Kak M B obuweil nomynauun. Pag
dbakTOpoB CBEpTHIBAHMSA KPOBM HMMEIOT MHOTOQYHKI[MOHAJBHYIO DPOJb
B reMOCTase, y4acTBys B NPOTHBOIOJOKHBIX Ipoueccax (CBepThiBaHUS,
antukoarynsauuu, pubpunonausa), moaTomy TpomMb03bl MOTYT GbITH B TOM
9KC/Ie KIMHUYECKUM IIPOSIBJIEHUEM HEKOTOPBIX HACJEACTBEHHBIX KOAry-
JIONATH .

Ieas paGorsr. OxapakTepusoBarh rpymily GOJBHBIX C HACTEACTBEH-
HbIMU flepunuTamu paKTOPOB CBEPTHIBAHUS KPOBH, UMEIOLUX B aHAMHE-
3e TpPoMbO3bI.

Marepuannst n meroasl. ['pynny uccnenosanus cocrasuiau 26 6omb-
ubix (16 mysxunn u 10 sxeHmuH) ¢ HacTeACTBEHHBIMU nedmuMTaMI/I (i)a}(-
TOPOB CBEPThIBAHUS KPOBU U TPoMbGO3amu.

Peayabrare: u o6cysxaenne. Cpennuii BospacT 60JBHBIX COCTABHII
54 rona (24-86). Cpennuii BozpacT 6OJIbHBIX HA MOMEHT CJLy4MBLIeE-
rocsa Tpombosa cocrasua 47 ner (19-80). ¥V 26 Gonbubix cocrosaoch
27 tpomboruueckux cobeiruit. Cnextp Tpomboruueckux cobbituii

npeacrasiaen B 63% cayuaes BeHosHbimu Tpombosamu (y 17 Goub-
HbIX), B 37% ciyuaes — aprepuansubimu (y 10 GoabHBIX). Y omHOTO
GonbHoro remoduaneit B cocrossca u aprepuanbHblii, U BeHO3HBbII
Tpomb0o3. Cpenu 26 GonbHbIx — 8 GOJIBHBIX C HAC/IEACTBEHHBIM HApy-
menuem obpasosanus Gubpunorena, 6 6onpubix — c remodunueit A,
5 6oabubix — ¢ remoduaueit B, 3 6onbHbIX — C rUMONpOKOHBEPTHHE-
mueit, 2 — c Gosesunbio Bunnebpanpa, 2 6onbubix — ¢ gedpunurom XII
dakropa ceeprbiBanus kposu. [sa cayuas oxasanucs dartambHbIMM:
Tpomboambonusa serounoii aprepun y 6oabnoro ¢ runoaucubpuno-
reHemueill U ocTpbiii nHPAPKT MHOKapAa y GOJBHOrO C FUMOMPOKOH-
BepruHemueid. Bouin ouenenst nporpomboruueckue pakTOphl pUCKa
B MCCJeAyeMOH IpyIe: FMIEPTOHUYECKAas OOJe3Hb U THIepInIUe-
musa — y 8 (31%) 6onbubix, uzbbiTounas macca rena — y 5 (19%) 6oab-
HBIX, oneparuBHble BMewarenbcrsa — y 4 (16%), nannuue Benosnoro
karerepa — y 3 (12%), caxapustit nuaber — y 4 (156%) 6oabHbIX, Mpuem
KOK — y 2 (8%), nH}peKIMOHHBII Tponece — vy 2 (8%), unppos neue-
uu — y 1 Goasuoro (4%). Y 4 (15%) GonbHbIX TPOMOO3B CAYUUIUCH
Ha (oHe UHTEHCUBHOI reMOCTATUYECKOl Tepanuu B MepUONepalnuoH-
HOM IIepHUOJE.
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3akirouenne. B rpynne HaciencTBEHHBIX KOAryJonaTHii BEHO3HBIE
TPoMO6O3bl TpeBanupyoT Haja aprepuasbHbimu. Cpean GoJbHBIX ¢ Ae-
dunuramu PaxTopos cBepThIBaHUS KPOBM Hanbosee 4acTo TPOMOO3bI
BCTpeYaloTcst y OOJbHBIX C HapyuleHnem obpasoBanus ¢ubpuHoreHa.

VY GonbmmncTBa 6OMBHBIX pa3BUTHE TPOMO03a ACCONMUPOBAHO C HATMYM-
€M JIONOJHUTENbHBIX npoTpomboTuueckux ¢akropos. Y 15% Gombubix
BO3MOY<HA CBSA3b TPOMOOTHUECKUX COOBITUII ¢ MHTEHCHBHON IeMOCTaTH-
YeCKON Tepamnuei.

Skoenesa 0.C., Usnpko K.C., Bnacoea lO.1O., Ba6enko E.B., Tunanna T.J1., Bapxatos U.M., Mopososa E.B., Moucees U.C., Kynarun A .

POJIb AJUIOTEHHOM TPAHCITJTAHTAIIIM TEMOIIOTUYECKHX CTBOJIOBEIX KJIETOK ¥V ITAIIMEHTOB C BJIACTHEIM KPM30M
XPOHUYECKOI'O MUEJIOJENKO3A B OPY MTHI'MUBUTOPOB TUPO3VMHKIHA3

PreY BO «[epabiit Cankr-lNetepbyprekuil rocyfapCTBEHHbIN MEANULMHCKIIA yHBEPCHTET Menn akagemuka VLI Masnosa» Munsgpasa Poceun, HAM OTMMT um. PM. Topbauesoi

Beepenue. IIportos nanuenTos ¢ 61acTHBIM KPU3OM XPOHUUYECKOTO
muenoneiikosa (BK XMJI) ocraercss kpaiine HeymOBI€TBOPUTENIbHBIM
B apy unruburopos tuposunkunas (MUTK). Mexnana obuieii Boisxusae-
mocru (OB) ne npesbiaer 12 mecsues. Ponb n Bpems Bbinonnenus au-
JIOTEHHO TPaHCIUIAHTALMM [eMONOdTUYECKMX CTBOJIOBBIX KJIETOK (aJi-
10-TT'CK) ocratorcs HeonpenereHHbIM.

Iexs paGoTsr. Lleanio nannoro nccienosanus GbLIO OLEHUTH HCXOMBI
nanuentos ¢ BK XMJI B saBucumoctu ot Bermonnenus amsino-11 CK.

Marepuanbr u meroabt. B ncciaenosanue Braroueno 170 naumen-
ros ¢ BK XMJI, nabnwoparomuxcs B nenrpe HUM JOI'uT um. P.M.
Topb6auesoii & mepuon ¢ 2001 o 2025 r. Inarnos BK X MJI sepudunupo-
BaH Ha ocHosanuu kpurepues BO3-2022. 79 nauuenros (46%) nosyuu-
au anno-TT'CK, y 91 nauunenta (564%) ne nposopunacs aano-TT'CK. O6e
IpYIIIBI CONOCTABUMbI 10 OCHOBHBIM BGHOJOIMYECKUM XapaKTePUCTUKAM:
HaJu4ue ONOJHUTENbHBIX Xpomocomubix abeppauun (JIXA) (p = 0,4);
kommekcHoro kapuoruna / 3q26 (p = 0,3); myraunit BCR::ABLI (p = 0,5);
axcrpamenysspabix nopaxenuit (OM) (p = 0,4).

Peayabrars u o6cysxaenue. [lpu mennane nabnonenus 63,3 mecsua
(67,1-69,5) 5-neruaa OB Bo Bceit koropre manmentos cocrasuaa 26,5%

(95% OU: 19,6-33,8). Meguana OB naunenros c anno-TT'CK (nangmap-
k-ananus 6 mecsaues or passurust bK) — 60 mecsaues (956% [AU: 16,3 —
He pocturHyTo), B rpynne 6es amnno-TT'CK — 21,4 mecsaua (96% AM:
7,7 — ne pocturnyro) (p = 0,044). Boinonnenune anno-TI'CK B nepsbie
10 mecsines or BK ne gemoncrpuposao sinsnus na ynyumwenne OB (p =
0,3) (pucynox). XA (OP 3,1, 95% AM: 1,7-5,8, p < 0,001), xommniexcHbrit
kapuorun / 3q.26 (OP 2,8, 95% [IU: 1,6-5,1, p = 0,001) neratusno Bansin
na OB no nanubim onnodaxToproro ananusa. Bospact, Bpems passutus
BK (BK de novo / s npeamecrsyomeii Xxponudeckoit gpasbl), UMMYHOJIO0-
ruveckuit Bapuant BK, myrauun BCR:ABLI, OM ne Bausau na OB.
[Ipu nposepenuu muorodaxroproro ananausa Toabko anto-T'CK npone-
moHcTpupoBasa Bausnue na yayuwenue OB (OP 0,3, 95% A1: 0,2-0,4,
p < 0,001), IXA coxpansuu nerarusnoe siusuue na OB (OP 1,9, 95%
[AW: 1,3-2,8, p = 0,002).

3axuarouenne. [Ipornos manmenros ¢ XMJI BK neyremmrensusiit
B oty UTK. Anno-TI'CK ynyumaer pesynsrarsr Tepanuu. Beimonnenue
aano-TT'CK B nepebie 6 mecsaues or BK pemoncrpupyer nammyunive
peayabratel. Heobxoaumo cBoeBpemeHHOe HanpaBieHHe MaleHTOB
B TPAHCIJIAHTALIMOHHBIH LIEHTP.

Puc. OB naunentor ¢ XMJ1 BK B 3aBucumocTn ot Bpemenn Boinonnerus anno-1TCK (J'IGHJJMGpK-GHGnMS)Z A — naupmapk-aHanus 6 mecsues ot paseutis bK.

b — navpmapk-ananua 10 mecsues ot passutus bK
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