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)XYPHAN OCHOBAH B 1956 oAy

Lienn u sapaym xypHana

O6obLueHMe HayUHbIX M TPAKTUYECKUX BOCTUXEHHUI B 0BNACTH FeMATONOMUM U TPAHC-
dy3uonoruu, noseileHne KBANUGUKALMM BPAYEH PO3MUYHBIX CNELUOANLHOCTEN.

MexpyHapoaHbiit xypHan «lematonorus u Tpaxcdysuonorusy nybaukyer opu-
TMHOMbHBIE M GYHAGMEHTANbHbIE MCCNEAOBAHMS, NeKuMM, 0B30pbI U KIUHUYECKME
HOBMOZEHNS, KACTIOWMECS PA3MMYHBIX PA3AENOB TEMATONOTMM, TEMOCTA3MONOTUA
W TpaHcdysuonoruu: Gpuanonoruu U NatodpuUMONOTUM KPOBETBOPEHMS, MMENONnos-
30, UMMYHOTEMOTONOTHH, COCTOSHMI M 3060NEBAHNHA, 0BYCTOBAEHHbIX HOPYLIEHUSIMA
dYHKUMM ¥ KONMYECTBA TPOMOOLUTOB, BPOXAEHHBIX U MPUOBPETEHHbIX HAPYLEHUH
KoarynsiuMu v GubpuHonKaa, TpoMbO30B, TPOMBOGUIMH, BONPOCOB TEPANMM QHTH-
KOQrynsHTOMU M Je3arperaHTaMu, BONPOCOB OHKOreMAToNOrMu, TPAHCINAHTALMM re-
MOMO3TUYECKUX CTBOMOBBIX KNETOK, FEHHOW TEPAMMM, SKCEPUMEHTANbHOM BuonOrmM
W 3KCMEPUMEHTANBHOM TEPANMH, SMUAEMMONIOTUYECKHX UCCNEROBAHUMA, UHTEHCUBHON
TEPAMAM KPUTHYECKUX COCTOSIHUHA, BOIHUKTIOWMX NPU 30BONEBAHNIX CHCTEMBI KPOBH,
BOMPOCOB NPOM3BOACTBEHHOM TPAHCHY3UONOTUM, O MMEHHO MONYYEHMS U TECTUPOBA-
HMS KOMMOHEHTOB KPOBH, WX KNMHUYECKOTO NPUMEHEHHS NPU PA3NMYHBIX 3060NEBAHHAX.

[MABHbIA PELAKTOP XXYPHAJIA

Maposnynukosa Enena Hukonaesra

1. H,, unex-koppecnonneHT PAH, renepanssil apextop OIBY «HMML rematonorims M3 PO (Mockaa, Pocews)
3AMECTUTENb IMABHOTO PEAKTOPA

lancran lenHapuit MapTuHoBMY

[LMH, 30BERylOWMII OTAENEHMEmM PearnmaLyy 1 nHTercueror Tepamin PIBY <HMILL rematonorms M3 PO (Mockea, Pocens|
OTBETCTBEHHbI/ CEKPETAPb

Tpouukas Bepa Buranbesra

L.M.H, Nepsbii 3amecTnTens renepanstoro aupextopa OIBY «HMULL remartonorum M3 PO (Mocksa, Pocers)
3ABEAYIOLLAS PEHAKUME“

Nesuenko Onbra KoHcranTuHoBHA

K.M.H., 30B. METORMYECKUM OKKPEANTALMOHHO-CHmyRaumoHHEM LenTpom PTBY «HMULL rematonorum M3 PO (Mockea,
Poccus)

PEAAKLMOHHAS KOJIIETUS

bynawos Amnppeit tOnbeBuy, g, mosHsii BHewTaTHBI  cneuvommcT-TpaHcy3nonor  [lenaptamenta
30paBOOXPaHEHMs I. MOoCKBs, Bedywii HOy4HsIi COTPYAHVK OTaena BrotexHonorwit v Tparcdyaronorun [6Y3 «HIM Cr1
. H.B. Cknudpocosckoror [13M, (Mocksa, Poces)

lanonosa TatbaHa BnapuMupoBHa, nm., masksii srewratHsii cnewronuer-Tparcdysvonor M3 PO, nepewi
3AMECTUTENb FEHEPANBHOTO AVPeKTopa — 308eayiowas otaenom Tpancdyanonorun OIBY HMUL remaronorms M3 PO
[Mocksa, Poccus)

l'yakos Anppeit Bnapumnposuy, o.6.4, npodeccop, aupexrop Vkcturyra paka [Possenn Mopk, bagdano, CLUA)

3BoHkoB EBreHnit EBreHbeBmy, 1w 1, 30seyiouyit OTnene 1 em MHTEHCHBHO BHCOKOMIO3HOT X/MUOTEPAMMHA MMbOM
OBY HMULL remaronorums M3 PO [Mockea, Poccus)

303ym| Hapexpa MBaHoBHG, amk, sasenyiouas omaenom koarynonatuit OIBY «HMULL rematonorms M3 PO
[Mockaa, Poccus)

Knscosa lannia AnekcaHapoBHa, o.m.4, npodeccop, soseyiowas nabopatopuelt KnHu4eckoii 6akTepronory,
mukonorun 1 axtuBuotudeckoit tepanun OBY <HMILL rematonorms M3 PO (Mockea, Pocens)

KOBerMHu Anna MuxaitnosHa, .6+, sosenyowas natonoro-oratomnueckum oraenenner OBY «HMMLL
rematonor» M3 PO [Mockea, Poccus)

Kpbixaxosckuit Oner Mropesuy, «.u.i., pykososutens nporpamisl Ne4eHms 310Ka4ECTEEHHbX reMaTonorye-
ckux 3a6onesanmit orkonornyeckoro uenTpa Alta Bates Summit Medical Center (bepkan, Kanudoprus, CLUA)

Kynpswos Anekceit AHaTONbeBMY, f.u.1, 3asenyioLmit otaenexiem nepenveanys kposn OIBY HMMLL cepaedto-
cocyanctoit xvpyprm um. A.H. Bakynesa» M3 PO (Mockea, Pocens)



Macuan Anekceit AnekcanapoBuy, nmi., npodeccop, unex-kopp. PAH, samecturens reveponshoro
MpexTopa, mmpexTop MHctuTyTa rematonormm, ummyHonor 1 knetoursix TexHonornit rbY «HMILL gerckoit
reMaToNOrH, OHKONOMY 1 unmyonor um. [mutpus Poravesas Munaapasa Poccum [Mocksa, Pocews)

Menpeneesa Jlapuca [aBnoBHa, g, npodeccop, pykosomuTens ynpaenewss no  HOyuHON
W 0bpasosaTensoil pabote, 30BeAyiOLIAS OTAENOM BHCOKORO3HON XMMMOTEPQMMM MOPANPOTEMHEMAYECKIX
remobnactosos OrBY (HMULL rematonorums M3 PO (Mocksa, Poccus)

Hukutun EBrenmit AnekcaHapoBuy, o+, saseayiowyii SHEsHHM CTALYOHAPOM TeMOTONOMVM, OHKONOTMH
nxummotepann [BY3 . Mockasl «Kb wm. C.1. Botkurar [13 . Mockssl (Mockea, Pocens)

Cemoukun Cepreii Bauecnaosmy, .u.x, npodeccop kadenps orxonormy i rematonorun GI0Y BO Pocenicuii
HOLMOHQNbHbIVE MCCNIEROBATENbCKYI MeANLMHCKITE yHusepeuTeT um. HU. Muporosar M3 PO {Mocksa, Poccns)

Cynapukos Anppeit Bopucosuy, o6, soseayounit nabopatopuert monekynapHoii rematonorin GrBY
HMUL remaronorum» M3 PO (Mockea, Poccms)

Tpaxtma Masen EreHbeBuy, g.m.x1, sosenyiowyii otaenermen Tpaxchy3MonOmIH, 30TOTOBKM 1 NPOLECCHHTT
remonostuyeckix cteonossix knetok PrBY «HMULL getckoit rematonoruu, orkonoru v ummyronorvn um. Juntpus
Porauesa» Muraapasa Poccun (Mockaa, Poccws)

TymsH TasHe CenyroHa, .., npodeccop kadeaps onkonormn GrBOY AMO Poceuiickas memumickas
QKAZEMMS HeNPepHIBHOTO MPodeccuonansHoro obpasosarus» M3 PO, seaywnit Hayursi corpyarnk OIBY «HMLL
onkonorun um. HH. Broxura» M3 PO (Mocksa, Poccus)

YepHos BeHnamun Muxaiinosuy, gmw., unex-koppecnongert PAEH, npodeccop, saseayiownit Hoyuto-
korcynsTatustbim otaenom OIBY «<HauyoHansHbI MERLMHCKAI HCCNEOBATENLCKMI LEHTP AETCKO reMATONoMA,
oHkonoru v ummyHonorun um. duutpus Porayesa» Miunaapasa Poccun (Mocksa, Poceus)

PE[AKLIMOHHBI/ COBET

AnewnHa Onbra AnekcaHaPOBH, k.i.H., 308e8yI0LLas OTAENOM KNETOUHON W MMMYHHOV TEPONUY, remaTonor
OTHENEHMS TEMATONOTMM 1 XAMMOTEPANUK OCTPsIX neiiko3os u umdom PIBY HMMLL rematonorum» M3 PO
(Mockaa, Poccus

Aneiinnkosa Onbra ButanbesHa, unex-kopp. HAH benapycn, a.m 1, npodeccop, ampexrop Pecnybnvkatickoro
HOY4HO-MPOKTUYECKOTO LEHTPA AETCKOM OHKONOT UM, FEMATONOTAM 1 MMYHONOTN [MutHcx, Pecnybavka Benapy(:b)

Anb-Papu Jlio6osb CaTTapoBHA, «.u., 30M. 30BEAY0LIETO KOHCYMSTATUBHOTO TeMATONOTMYECKOTO OTIENEH NS
C [HEBHbIM CTALVOHAPOM N0 MPOBEAEHNIO MHTEHCHBHONM BbICOKORO3HOM Xumuotepanun PIBY <HMILL rematonorims
M3 P® (Mocksa, Poceus)

baiiko Bagum BaneHtMHOBMY, nw.n, 3osesyiowni noGopatopyeii natomopdonorm HUM getckoit
OHKONIOTY, TeMATONOMU 1 TpaHcmnawTonorn . P.M. fopbayesolt, [OLEHT Kabeaps NaToNornecko aHaToMMH
OrBOY BO «flepesit Cankr-letepbyprekuit rocyaapcTaenHsii meuuuHckuit yrnsepewtet um. akag. V.11, Masnosa»
M3 PO (Carkr-lerepbypr, Poccus|

Burunbpees Anekceit EreHbeBuY, a6+, cropwwit Haysswii coTpyasvk nabopatopun duamonomm
kposersopers OIBY HMULL rematonornm M3 PO [Mocksa, Poccus)

bupepman benna BeHMAaMWHOBHA, 6.1, cropwwii HoyuHsii coTpymHMK NGBOPATOPHM MOREKYAADHOT
rematonorun OIBY <HMUL| remaronorms M3 PO (Mocksa, Poccus)

bonpapenko Cepreit Hukonaesuy, .u.#., pykosoniens oraena OHKONONM, FeMaTono iy U TPOHCAAGHTONO M
4718 MOAPOCTKOB 1 B3POCLX VIHCTUTYTA aeTckoit rematonoruv 1 TpakcmnaxTonori um. PM. fopbavesoit PTHOY
BO [lepsuit Carkr-letepbyprexnit rocynapcraentsil meguumHckwit yhnsepeuter um. axap. /M1, Nasnosa» M3 PO
[Carkr-Tetepbypr, Poccus|

Bacunbes Cepreit AneKCaHAPOBMY, g.i.+, npodeccop, senylyii HOyuHbI COTPYAHYK KOHCYNLTATUBHOMO
FEMQTONOTMYECKOTO OTAENEHHS C SHEBHbIM CTOLMOHAPOM 10 NPOBEAEHMIO UHTEHCHBHON B5COKORO3HON XMMOTEPAN
OIBY «HMUL rematonorm M3 PO (Mocksa, Poccns)

[apmaesa TatbaHa LibipeHOBHQ, g.u.+., sasenyiowas Hayuxo-oprarusauvorksim oraenom OrBY ¢HMMLL re-
martonorun» M3 PO (Mocksa, Poccus)

lpuuyaes Cepreit Bacunbesuy, s, pyxosogurens Pecnybnukackoro LeHTpa TPAHCIAGHTALMA KOCTHOTO
mora OTBY «Poccuiickuit HAM rematonoru u tparcdyanonorn GPMBA» (Carkr-Metepbypr, Poccus)

[BupHeik BanentHa HuKONGEBHA, i, 308eQyiowos LEHTPONMSOBORHON KAMHIKO-MMOTHOCTUYECKO
na6oparopueit PIBY «HMMILL remaronorms M3 PO (Mockaa, Poccws)

TxynakaH YHaH JeBoHOBUY, k.m 1. yuerii cexpetaps PIBY «(HMMILL rematonorum M3 PO (Mockea, Poccus)

Dlpokos Muxann KOpbeBuy, k.1, pykosoguTens CexTopa MO HayHeHHIO MMMy HHEX BO3REVCTBUN M OCTOXHEHH/T
nocne TpakcnnarTaumm koctoro mosra ABY <HMULL rematonorums M3 PO (Mockea, Poceus)

Jy6unkus Viropb Bnagummposmy, «6.4, senywmii creusanict rpynnsl TOGHCOY3MOHHOT BuoTeXHONOMMM
OIBY «HMUL rematonorm» M3 PO (Mocksa, Poccm{

Ucxakos nbpop [xacypoBuy, somectutens avpextopa no neveboii pabote Pecnybavkanckoro
CNELNANM3MPOBAHHOTO LEHTPA HAYYHO-MPOKTMYECKOTO MERMUMHCKOTO LeHTpa rematonormn M3 Pecnybavku
Y36exuctan TawkenT, Y3bekmcTan)

Koxxo AnuHa BnapgummupoBHa, «mn, Hauamsiuk knusko-guartoctuieckoro otaena OrbY «HMMLL
rematonoruu» M3 PO (Mocksa, Poccus)

Kysbmuna Jlapuca AHQTOMbEBHG, kM., 30BERyiOLOS OTAENEHMEM VHTEHCHBHON  BHCOKOLO3HOM
XMMMOTEPANMU 1 TPAHCIAGHTALMM KOCTHOTO MO3Ta € kpymocyTodrsim ctayvorapom GIBY «HMULL rematonorm

M3 PO (Mocksa, Poccus)

Kynarun Anexcanap [Amutpuesny, o+, npodeccop, anpextop HUW petckoit orkonoruw, remaronormu
u Tpakcnnantonoran wm. PM. fopbayesold, 3oseayiowwit  KaGeapoii  remartonoru, TpaHChy3uonorm
v TpaxcnnakTononm ¢ kypcom aetckoit orkonorn GO um. npod. b.B. Apanacsesa, OIHOY BO «[lepssiit Carikr-
MeTepbyprkuit rocyaapcTaenHsii meaunHckuit yuusepcwtet um. akag. M., Masnosa» M3 PO (Cankr-Merepbypr,
Pocens)

Kynukos Ceprev'l Muxaitnosuy, «.1x., 30senyiownit nidopmauyorHo-aranutuueckum oraenom OreY HMMLL
rematonorun» M3 PO (Mockea, Poccus)

Nyrosckas CeetnaHa AneKceesHa, 1.+, npodeccop kadeaps KnnHuyeckol IaBoPaTOPHON AUArHOCTHKM
OIBOY ANO «Pocenitckas memmunHckas akafemns HenpepsBHOTO npodeccuonansHoro obpasosatmsy M3 PO
[Mockea, Poccus)

NykuHa Enena AnekceeBHa, nm.+, npodeccop, sosenyiowias otaenetmen opharHsx sabonesarmii IbY
HMUL rematonoruns M3 PO (Mockea, Poccus)

Maromeposa AMuHaT YMAPACXQBOBHA, fmH, Beaywuii HaysHsil COTPYIHAK OTAENEHMS MHTEHCHBHON
BLICOKOLLO3HOM XMMUOTEPANMM remobAacTo30s ¢ kpyrmocyToursim craumorapom PIBY «HMIL| rematonorms M3
PO (Mockea, Poccus)

Makkapt ®uann, npodeccop okkonoruu 1 sryTpenteli meanunts Victuryta paxa (Possenn Mapk,
boddano, CLUA)

Macuan Muxaun AnekcaHppOBUY, 1.1+, IPOGECCOP, SOMECTATENb FEHEPONSHOTO AUPEKTOPD, AUPEKTOP
WHCTUTYTA MOMEKYNsIpHOM - 3kcnepumentanshoit meguunis PIBY «HMULL petckoit rematonoruu, owkonorvm
v ummyronoru um. Ounrpus Poravesar M3 PO (Mockea, Pocens)

Muxaiinosa Enena AnekceeBHa, nmx., npodeccop, semywuii Hayurbii COTPYaHMK OTAENQ XWMMOTEPAN/N
remobnacTo308, AENPECCHil KPOBETBOPEHNS 1 TparcinakTauny koctHoro mosra PIBY «HMULL rematonorum M3 PO
[Mocksa, Poccms)

Mowuceesa TatbsHa HUKONAEBHA, KiK., 30BeayiOWAs KOHCYMSTOT/EHEM TEMATONOTMUECKYM OTAENEHMEM
C AHEBHbIM CTOLVOHAPOM N0 MPOBEAEHNIO HHTEHCUBHOM BICOKOBO3HOM xumuoTepanun PIBY <HMILL rematonorims
M3 PO (Mocksa, Poccus)

Hwnepsaﬁaep }.'l,wrrep, ﬂpo¢eccop MEAMUMHBI,  pYKOBOAMTENb  OTAENa  remaTonorMi v OHKOMOTUM
YHUBEPCUTETCKOTO rocnuTang [Medinuwr, fepMOHMﬂ]

O6yxosa TatbsHa HukupoposHa, «nx, sasenyouos nabopatopueii kapronorun PrEY «HMML
rematonorum» M3 P® (Mocksa, Poccus)

CanumoB dMuH JIbBOBMY, fm.k., 308eRy0WYii OTAENOM 3ArOTOBK/ KPOBM 1 €€ KOMMOHEHTOB, Npodeccop
Kadeaps aHecTesnonormu M pearumaronormu nevebroro dakynstera PTAOY BO «[lepewit Mockosckwit
rocyaapCTBeHHHI MeanumHckuit yrmsepcntet um. V.M. Ceuenosar (Ceuenoscuit yrnsepcutet) M3 PO (Mockea,
Poccus)

CmetanuHa Hatanus CepreeBHa, g, npodeccop, samecT/TeNs reHepasHoro A/PeKTopa, AUPEKTOp
yNpaBnenus no HayuHo-aronuTndeckoil pabore ¢ pervioramt PIBY «HMULL gerckoit rematonoruu, orkonorun
v ummyHonoruv um. Ounrpus Poravesa» Mursapasa Poceu (Mockaa, Poccws)

Tynonesa TatbaHa AnekceeBHa, 1.u.+., 308eayowas oTaenom enpyconornyeckoii guartoctrki OIBY HMMLL
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BeepeHue. MNepsuurbie koxHbie B-knetounsie numdbomsr (MKBKJT) — peakune numdbonponndepatveHbie 3abonesaHms
C PA3sHOOHBPA3HBIMU KIIMHUYECKUMM MPOSIBIEHUAMM, AUPIEPEHUMANBHO-AUATHOCTUYECKUMHU QNTOPUTMAMM, TEepAmNeBTHUYe-
CKMMM OMLMSIMM M MPOTHO3OM.

Llenb: oxapaktepuzorats 6onbHbix [TKBKJT no knmMHuyecknm, naTtoMopponoruyeckmm u LUTOreHeTUHeCKMM NApPAMETPAM.
Marepuansl u metogbl. PeTpocnekTeHo npoaHanuanposaHsl aarHbie 57 6onbHbix [MKBKJT, Habnogaswmxcs u/mnm no-
nyvaBlmx nederue B nepwmopg ¢ sHeaps 2011 no aekabps 2023 roaa, kotopsie Bbinn BKOUEHbI B Mccnegosanue Poceuit-
CKOW rPyMMbl MO U3YUYEHMIO U NIEYEHMIO KOXHBIX TMMPOM.

Pesynbrarel. Hanbonee pacnpoctpaHeHHbIM TOATUIOM Bbina nepBuyHas KoxHas anddy3sHas B-knetounas kpynHokneTtou-
Has numdoma (MK-OBKKI) (40 %), a nepenuras koxHas numboma mapruHansHoi 3oHsl (MK-JIM3) u neperuras koxHas
mmdoma ponnukynapHoro uentpa (MK-JIOL) coctasmnm 32 n 28 % cooteetcteenHo. Jonrocpouras obwas ebixusae-
mocTb [MKBKJ1 cocrasuna 90 % Bo Bcer rpynne. Ha MoMeHT Bepudumkaummn auardosa 42 nz 55 6onbHbIX MMENU MOKA3AHMS
K npoeeaeHuio Tepanuu (npu MHaonentHbix — 8 33 %, npu MK-ABKKJT — 8 100 %). Y 89 % 6onbHbix 6bin LOCTUTHY T NOMAHBIA
otseT nocne nepeor nmuum (MK-JIOL, — 93 %, MK-TIM3 — 94 %, NK-OBKKJT — 78 %). Y 6onbHbix MK-ABKKJ1 6bina adbdek-
TMBHA xMmmuoTepanms no nporpamme «mNHL BFM-90»: 5-netHss 6espeunansHas seixnsaemocts (BPB) u 6eccobeitmitHas
soxmeaemocts (BCB) coctaemnmn 83 u 76 %. Y 6onbhbix MK-IOL, u MK-IM3 3ddektnsHocTs Bbina ycTaHoBAGHA NpY MC-
NOMb30BAHUM XMPYPrUYEeCcKOn pesekumnmn 1 nyyesor Tepanmu (5-netHss BPB u BCB coctasmnu 71 u 67 % cooteetcTBeHHO).
BuiseneHo ysenuuenne pucka passutus peunamea/nporpeccun Ha 40 % npu NOPAXeHMU HUXHUX KOHEYHOCTEN NPU BCex
BapuanTax [MKBKJI.

3akniouenue. [Mpu MK-JIPLL m MK-JIM3 Hanbonbluyto Tepanestuyeckyto 3¢p$eKTUBHOCTb MPOAEMOHCTPUPOBANA JTy4eBas
tepanus. Y 6onbHeix [MK-ABKKJ1 npuMeHeHne pasnnyHbix pexXmnmMoB XMMMOTEPANMKM NOKA3ANO, YTO HA 3TANE BepUPUKALMM
AMarHo3a Hambonee pesynbTATUBHA BbICOKOAO3HAS XMMMOTepanus. Jlokanuaaums natonorMyeckoro npouecca B obnactu
HUXHUX KOHEYHOCTEN ACCOLMMPYETCS C MOBBILIEHHBIM PUCKOM PA3BUTUS PELMAMBA MPU BCEX HO30MOMMYECKMX POpMaXx

MKBKJI.

KnioueBble cnoBa: nepsuurbie KoxHble B-kneTodHbie NMMMGOMBI, NEPBUYHAS KOXHAS TMMPOMA MAPIUHAMBHOM 30HbI, NEPBUYHAS KOXHAS GONNMKYNSpHAs
AMMPOMA, AUATHOCTUKA KOXHBIX IMMBOM, NedeHmne KOXHbIX TMMPOM

KoHpnukT nHTepecos: astopsl 308BNSI0T 06 OTCYTCTBUN KOHGIUKTA UHTEPECOB.

DuHaHcpoBaHme: paboTa He MENA CNOHCOPCKOM NOAAE PXKU.

Ans untupoeanus: lopenkosa J1.I, Maromenosa AY., Manracaposa 4.K., Habaesa IO.A., Kynukos C.M., Kospurnna A.M., O6yxosa T.H., buaepmar B.B.,,
Cmonsarunosa A K., 3sonkos E.E. Mepsuinsie koxHble B-knetodrsie numdbomsl (ananua aanHbix Poccuiickoit rpynnel KoxHbix numdom). fematonorus v Tpamc-

dyaunonorua. 2025; 70(3):280-295. https://doi.org/10.35754/0234-5730-2025-70-3-280-295
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PRIMARY CUTANEOUS B-CELL LYMPHOMAS: CLINICAL
AND MOLECULAR ANALYSIS OF THE RUSSIAN GROUP FOR THE STUDY
OF CUTANEOUS LYMPHOMAS

Gorenkova L.G.", Magomedova A.U.!, Mangasarova Ya.K.!, Chabaeva U.A., Kulikov S.M.!, Kovrigina A.M."2, Obuhova T.N.!,
Biderman B.V.", Smolyaninova A K.', Zvonkov E.E.'

"National Medical Research Center for Hematology, 125167, Moscow, Russian Federation
2Secnenov First Moscow State Medical University (Sechenov University], 119048, Moscow, Russian Federation

B ABSTRACT

Introduction. Primary cutaneous B-cell lymphomas (PCBCL) are a rare group of lymphoproliferative diseases with diverse
clinical manifestations, differential diagnostic algorithms, treatment options, and prognoses.

Aim: to characterize patients with PCBCL according to clinical, pathomorphological and cytogenetic parameters.
Materials and methods. Data from 57 patients with PCBCL, who had been observed and/or treated between January
2011 and December 2023, were retrospectively analyzed and included in the study conducted by the Russian Group for the
Study of Cutaneous Lymphomas.

Results. The most common subtype was primary cutaneous diffuse large B-cell lymphoma (PC-DLBCL) (40 %), while pri-
mary cutaneous marginal zone lymphoma (PC-MZL) and primary cutaneous follicle center lymphoma (PC-FCL) accounted
for 32 % and 28 %, respectively. The long-term overall survival rate of PCBCL was 90 % in the entire group and indicates
a favorable prognosis for PCBCL. At the time of diagnosis verification, 42 out of 55 patients had indications for therapy
(33 % in indolent cases, 100 % in PCDLBCL). Of these, 89 % had a complete response after the first line (PCFCL — 93 %, PC-
MZL — 94 %, PCDLBCL — 78 %). For patients with PCDLBCL, efficacy was demonstrated when using systemic chemotherapy
according to the mNHL BFM-90 protocol: 5-year disease-free survival (DFS) and event-free survival (EFS) were 83 % and
76 %, respectively. For PCFCL and PCMZL, efficacy was demonstrated with surgical resection and radiation therapy (5-year
DFS and EFS were 71 % and 67 %, respectively). The analysis of the identification of factors of the unfavorable course of the
disease revealed an increase in the risk of recurrence/ progression by 40 % with lower limb damage in all PCBCL variants.
Conclusion. For PCFCL and PCMZL, radiation therapy demonstrated the highest therapeutic efficacy. In patients with PCDLB-
CL, various chemotherapy regimens are indicated at the stage of diagnosis verification, with high-dose chemotherapy being
the most effective. Localization of the pathological process in the lower limbs is associated with an increased risk of relapse
across all PCBCL subtypes.

Keywords: primary cutaneous B-cell lymphomas, primary cutaneous marginal zone lymphoma, primary cutaneous follicular lymphoma, diagnosis of cutaneous
lymphomas, freatment of cutaneous lymphomas
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Beenenue

[lepsuunsie  koxubie  B-xnerounbie  aumdomer
(ITKBKJI) npeacrasasiior coboit rpynmny aumdous-
HBIX HOBOOOPa3OBaHWH, MPOUCXOAAIMX M3 DB-kietok
6e3 NMpU3HAKOB BHEKOXKHOW reHepaJu3allud Ha MOMEHT
sepuduranuu auarnosa. [IKBKJI cocrasnsor 25-30 %
BCcex ciyyaeB mnepBUYHbIX KoxkHbix saumdom (ITKJIT)
[1-3]. Cornacno knaccupuxannu Beemunphoit opranu-
s3anum 3apaBooxpaHeHus u EBponeiickoil opranusaunmum
no uccaeposanusam u geuenuio paka [4, 5] [TIKBKJI nog-
pasaessiioT Ha 3 OCHOBHBIX THUIIA, BKJIOYasi MEPBUYHYIO
koxHyto saumdomy maprunaasnoil sonst (ITK-JIM3),
NEPBUYHYI0 KOXKHYI0 TUM(POMY (POITUKYISIPHOTO LEHT-
pa (IIK-JIDIL]) wu nepsuunyro xoxuywo auddysuyo
B-knerounyio kpynHokaerounyo aumdomy, THUN HUK-
nux koneunocteit (I[TK-JIBKKJI). Onunemuonoruueckue
nannbie [IKBKJI orpanuuens: uccinenosanusimu ne6osb-
mux Bei6opok Gonbubix [6]. [To nanubim nonyasuuonHo-
ro ananusa [lporpammsr CIIIA no napsopy, snuaemuo-
JOrMM M KOHEYHBbIM peadyiabratam [4] sabomeBaemoctsb
ITKBKJI cocrasasier 0,31 cayuas na 100000 nacenenus
B rog u 29% ot Becex IIKJIL. Pagnuuusa B wacrore Berpe-
4aemMoCTH HabJI0al0TCsl MY AAHHBIMU OTeJbHbIX
IpyII KCCJEA0OBATENEH U MEXAY PAa3HbBIMU CTPAHAMU.
B kpynHom mHorouentrpoBom ucciaenoBanuu us ['penum
ronoBoi mnokasarenb 3abonesaemoctu I[IKBKJI 6Gobia
ouenen kak 2,2 cayvas na 10000 nacenenus u 17,6 %
or Bcex [1KJI, saboneBanue npeobnanano cpeau >xeH-

muH. Kpome Toro, ormedena tengeHuus k pocry 3abo-
nesaemoctu: ¢ 0,2 ma 100000 B rox B 2009-2014 romax
o 0,7 ma 100000 B rox 8 20202021 rr. [7].

ITpu craguposanuu [IKBKJI ne ncnonssyror knaccu-
¢puxanmo Ann Arbor. B 2007 r. 6p1a onybnukosana cu-
crema kiaaccudurkanuu TNM nns nepBUYHBIX KOKHBIX
AumdoMmM, OTIMYHBIX OT IPUOOBUAHOIO MUKO3a M CHH-
apoma Cesapu, KOTOpasi y4YUTHIBAET AHATOMHYECKYIO
PacnpoOCTPaHEHHOCTh, XapaKTep KOXKHBIX 3JIEMEHTOB, BO-
BaeyeHue TUMEpATUIECKUX Y3JI0B U BHYTPEHHUX OPraHOB
[8]. ITposenenue komnekcHoro obcaenoBanust GuonTara
KOYKHOrO 00OpasoBaHMsl C NPUMEHEHHMEM PaCIIMPEHHOH
naHeJau aHTUTeJ Mo3BoJser nuddepeHMpPOBATH TOATU-
net [IKBKJL. [Iuddepennmnansuas nuarnoctuka BHyTpU
rpynnst ITKBKJI npencrasnena B rabanue 1.

IlepBuunas koskHast numdoma U3 KIeTOK PONIUKYIAP-
noro unenrpa (IIK-JIOL[) — camas pacnpocrpanennas
B-kseTounas numdoma ¢ nepBuYHBIM MOPaXkeHUEM KO
(oxomo 60% ot Bcex TTKBKJI). Knunnueckun sabosesa-
HUEe XapaKTepU3yeTCsl MOSIBJIEHNEM Ha KOYKe €MHUYHBIX
OILyXOJIEBBIX y3JIOB, MHOYXECTBEHHOE MOPa’XEHHE KOXKU
He xapakTepHo u Habmaonaercs aumb B 12% cayuaes [9]
(puc. 1). Ilpu nepsuunoii Bepudukanmu guarsosa Heo6-
XOAMMO MHCKJIIOUYeHHE HOAabHOM ¢dopmbl dommukynsap-
HOM JIMMQOMBI CO BTOPUYHBIM nopaskeHuem koxxu [10].
B 6oabmnncrse cayuaes npu [1K-JIDL] ne Berpeuaercs
tpancaokanus t (14;18) (q32q21), npusomsiman x nepe-
crpoiike rena BCL2, naxxe B ciydasix TMIEPIKCIPECCUU

BCL2 [11, 12]. B eaunuuneix cayuasx nonanbHas os-
AukyaspHas aumdoma MoskeT MaHU(EeCTUPOBATh KOXK-
upimu nopaskenusimu [13, 14]. I[lpornos 6aaronpusitHelii,
5-netusas obmas BepxkuBaemocTs (OB) cocrasmster 95 %),
HO NPY MOPa>KEHUU HMYKHUX KOHEYHOCTEN MPOTHO3 XY~
maetcs u 5-nerusis OB cocrasaser 41 % [15].

[TK-JIM3 30% or ITKBKJI.

Kunnnueckas kapruna [1K-JIM3 xapakrepusyercs: mo-

cocTaBisieT BCex
SBJEHUEM MAaILyJl, MSTeH, OJsIIEeK U y3J0B, C IIagKo! Mmo-
BEPXHOCTBIO, PACIOJIOXKEHHBIX HAa HEM3MEHEHHON KOXKe
TysnoBuia u koneunocreit (puc. 2). B 72 % cayuaes Bcrpe-
YAIOTCSI MHOYKECTBEHHbBIE ouaru. BHeko>kHast reHepaansa-
nMs npolecca NpPoUCXoauT peako — y 4—6% GoabHbIX,
€AMHUYHbIE CJAy4ad TeHEPaJU3alUu CBS3aHbl C TPaHC-
dopmanmeir [1K-JIM3 B kpynnokaerounyo maumdo-
my [16]. 3aboneBanne mmeer GraronpuATHBIA MPOTHOS:
5-netusss OB — 98%. Onucans! ciayvan perpeccun Kosx-
HOU sumdoMbl B peaysibraTe aHTUOAKTEPUAILHON Tepa-
muwm [17-19].

[MK-ABKKJI — penkoe sabGoneBanue, cocrapisioliee
10% cayuaes Bcex [TKBKJI. Hassanue ITK-AIBKJIJI, Tun
HIDKHUX KOHEYHOCTEH, MMEeT HCTOPUYECKOE IPOUCXO-
>K/IeHUe, T. K. BIEpBble Oblila ONMCaHa PenMy IIeCTBEHHAS
nokanusanusi Ha rosensix. Cpennuil Bospact 60abHBIX
cocrasasier 70 ser. [TK-ZIBKKJI umeer cxosxxue mosexy-
AsipHO-TeHeTHYecKkue uepThl ¢ auddysnoii B-kaerounoii
kpynHokaerounoi aumpomoit (JIBKKJI) ummynonpusu-
nernposannbix opranos (JIBKKJI ITHC, suuka), n npak-
tnuecku Bcerpa otHocutcs k ABC-papuanty [IBKKJI
[2]. BaboneBanue manudecTupyer NosiBJIeHUEM MJIOTHBIX
rUIepeMMpPOBAHHBIX Y3JI0B Ha KOXKe rojieHed. Boicbinanus
MOTYT OBITb KaK COJMTAPHBIMU, TaK U MHO>KECTBEHHBI-
mHu, nopaxkatb 0obe xoneunoctu (puc. 3). B 30% cayua-
€B OYaru JIOKaJU3yIOTCS Ha APYTUX y4acTKaX KOXKHOIO
nokposa. [lna ITK-JIBKKJI xapakrepen GwicTpbiit poct
ouaroB M KokHasi auccemuHanus nponecca. B 50% coy-
yaes B Teuenue 18 mec. or manudecranuu szabonesanus
BO3HMKAET FeHepaJn3alius POLEecca C MOpPaskeHUeM JIHM-
darnueckux ysaos, LIHC, kocreit n npyrux suyTpennnx
opranos. Hanbosnee yacto quarnoctupyercs: nopaxeHue
IIHC (mo 10,7 %). YacTeimu reHeTnuecKumu Hapy LLEHU-
amu npu [TK-JIBKKJI asnsaworca neneuus rena CDKN2A
(del9p21) u myranuun MYDSS, xoropwle BbIsBASIOTCS
B 67-70%. Tpancsokanum ¢ BOBJI€YEHHEM JIOKYCOB IeHa
c-MYC, BCL-6 onpenensiiorcs npumepno B 30%, taxske
BeTpeuaercst amnudukanus gokyca rena BCL2 [20].

IIporuos npu ITKBKJI saBucur or nogruna: npu nnugo-
nentubix Bapuantax (ITK-JIOLL, [TK-JIM3) — 6naronpu-
arubii, a npu arpeccusom (ITK-JIBKKJI, tun arkanx
KOHEUHOCTeH) MoKasaTeJU BbIX)KUBAEMOCTH 3HAYUTETBHO
mmoxe [23].

B nacrosmee Bpems s JsedeHMsT Kas>KAOrO MOATHUIIA
ITKBKJI ncionb3y o tinpoK i CHEKTP TEPAIEBTHYECKUX
MeTO/I0B: OT TAKTUKU HAbJIIOleHU s U JIOKAJIbHON Tepanuu
(Hapy>KkHast MeCTHas TEpanus C IPUMEHEHNEM INIIOKOKOP-
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Puc. 2. lMepsniHas KOXHAs IMMPOMA MOPTUHANBHOM
30HbI
Fig. 2. Primary cutaneous marginal zone lymphoma

Puc. 1. MNepsuuras koxHas numboma GonnmkynspHoOro Puc. 3. [lepeuuras koxHas anddysras B-knetodnas

LeHTpa KPYMHOKAETOYHAS MMM OMA, TUM HUKHKX KOHEYHOCTEN

Fig. 1. Primary cutaneous follicle center lymphoma Fig. 3. Primary cutaneous diffuse large B-cell lymphoma,
leg type

Tabnuua 1. duddepeHunansHas AMArHOCTUKA NEPBUUHBIX KOXHbIX B-kneTouHbix nmdom
Table 1. Differential diagnostic primary cutaneous B-cell lymphomas

MapameTtpei MK-JIM3 MNK-NPL NK-OBKKI
Parameters PCMZL PCFCL PCDLBCL
CpepHuit Bospacrt 52 roga CpepHuit Bospact 50 ner CpepHuit Bospact 70 ner
Mean age 52 years Mean age 50 years Mean age is /0 years
MHoxecTBeHHbIE o4aru EanHuyHble ouaru MHoxecTBeHHbIe ouaru
KnuHuyeckue napametpesl ; . . . .
. Multiply lesions Isolated lesions Muliply lesions
Clinical parameters
Jlokanusaums Ha Koxe pyK, HOT, Jlokanusaums Ha Koxe Jlokanusaums Ha Koxe
Tynosuwa rofioBbl U TyNOBULLA roneHemn
localization on the hands, legs and trunk localization on the scalp and frunk | localization on the legs

NHunbrpar ns ueHTpoumnTos,
numéonnasmaLUToOnaHbIX

M NNa3MATUYECKMX KNeToK Undunsrpar
Infiltrates of centrocytes, lymphoplasmocytes | UH¢punbTpaT ns ueHTpoumUTos | M3 UMMYHOBNACTHBIX KNETOK
and plasma cells u ueHtpobnacros Infiltrates of immunoblasts
Xopolwo BeipaxeHHas 3oHa mantum | Infiltrates of centrocytes and Knetku ¢ eaMHUYHBIM
Mopdonoruueckue A well-defined mantle zone centroblasts SAAPLILLKOM M 06unsHOM
napametpbl ®Donnukynsbl ¢ BbIpaXeHHON ceeTnon | MoryT 6bITb pesuayanbHble | LMTONAA3MON
Morphological parameters M TEMHO 30HOM donaukyns Cells with a single nucleolus and
Follicles with a pronounced light and dark | May be residual follicles abundant cytoplasm
zone Moxert 6bITb cknepos Her pe3uayanbHbix
Buisensiotcs makpodaru ¢ obnomkamm | May be sclerosis donnukynos
apep There are no residual follicles
Macrophages with fragments of nuclei are
detected
r::ay:;t:"““"““e‘"“e CD20* CD79a*PAX5'CD10-BCL6- CD20* CD79a’PAX5'CD10*, |CD20* CD79a’PAX5'BCL2,
BCL2* BCL6*, BCL2,, MUMI-, clgM- | MUMT*, BCL6-, CD10~ clgM+

Immuphenotypic parameters

TpaHcnokaums renos MYC,
LiutoreHetnueckme (FISH) |Tpancnokaums IGH/MALT1 8 20% o, |BCL6

napameTpbl [21, 22] §pqulcno;faugléleC;L27(1)0]—;§ e Amnnunéukaumn BCL2
Genetic (FISH) parameters Translocation IGH,/MALT1 in 20% [21, 22] ransioeanon = e Translocation MYC, BCL6
Amplification BCL2
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TUKOU/IOB, XUPYPru4ecKoe y/aajeHue, JlyueBasi Tepanusi)
[0 cucTeMHOU MMMyHOxumuorepanuu. [lannvie 06 ad-
(PEeKTUBHOCTH, NPOrHOCTUYECKUX PAKTOPAX, Pe3ysIbTaTax
AJISl Ka’K[A0TO METOAA JieYeHUs] OrPAHMYEHbl U OCHOBAHBI
Ha PEeTPOCIEKTUBHBIX MCCJIENOBAHUSAX, OT/AEJbHBIX Hab-
JIIO/IEHVSIX, TIO9TOMY KOHCEHCYC OTHOCHTEJIBHO TO/AXO/0B
K Tepanuu orcyTcTByer [24-26].

IHeas wuccneposanus:

ITKBKJI no

U IUTON€HETUYCCKHUM IapameTpam.

OXapaKTepu3oBaTh OOJbHBIX

KIMHUYECKUM, H&TOMOPCI)OJIOI‘I/ILIQCKI/IM

Marepuaasr 1 meToasl

PerpocnexTusHo npoananusuposansl ganubie 57 6051b-
ueix [IKBKJI, nabmonaBmmxca n/unmn nonyuasmmx Je-
yenune B nepuop ¢ susapsa 2011 no pexabps 2023 ropa,
KOTOpble ObLIM BKJ0OYeHBbl B uccaepoBanue «Ruslyg»
[27]. ¥V Bcex GonbHbIx Obl1 BepndHLIMPOBAH AMATHO3
KOXHOH JuMQOMBI Ha OCHOBAHUU KJUHUYECKOH Kap-
TUHBI, aHAMHe3a 3a00JeBaHMs, I'MCTOJOIHYECKOro, HM-
mynorucroxumuveckoro (MI'X) wuccaenosanuit 6uon-
Tara OILyXOJIeBOro mnopakenust koxxku. Vccienosanue
B-kaerounoit knonansnoctn (2 = 35, 61%) onpenens-
AU No peapaH>kupoBkam BapuabenbHoro peruona /GH
(II[P-IGH) meronom mnosmMmepasHON LENMHOW peakLuu
(ITLIP) ¢ My/apTMN/IEKCHBIMM CHCTEMAMU IPAMEPOB
«BIOMED-2» ¢ nocnenyroummm dbparmenTHBIM aHATM3OM
(kanunnspusim anextpodopesom). Vccnenosanue ner-
KUX Lernell MMMyHOIIOOy/IMHA He BBITOIHSIIN 110 TEXHU-
yeckum npuynHam. C LesIblo BBISBJIEHUS XPOMOCOMHBIX
HapyLIeHUI ¢ BoBJevdeHuem Jokyca rena c-JYC/8q24,
BCL2/18q21, BCL6/3q27 w dell7pl3 seimonnsnu dayo-
pecuenTtHyto rubpuamnsanuto n Jslu (Fluorescence in vitu
hybridization, FISH) B coorsercTBUM cO crangapTHBIMU
nporokonamu (n = 19, 33%). [lna onpenenenuns myranuit
B rene 17P55 [JTHK nns uccienosaHuil BeIAEISIIN U3 OUOI-
TaTa OIyXOJIHU UJIU CPe30B NapadUHOBBIX OJIOKOB MO CTaH-
napraot meropuke [28, 29]. MccnepoBanue Bbimosmneno
y 4 6onbubIx ¢ guarnosom [TK-JIBKKJIL.

Jlewenue. llokasanuss Kk Tepanmuy ISl MHIOJEHTHBIX
dbopm ObLIM ompenesieHbl KaK HAJAWYUME MHOYKECTBEH-
HBIX O4YaroB, pasmepbl obpasoBanusi Gosee 3 cm, BHe-
kooxnas puccemunanus. ua TTK-JIBKKJI nposonm-
JIM TEPANMIO BBUAY arpeCcCUBHOIO XapaKTepa TeYeHMUs.
Bapuanrter geuenus IIKBKJI Brkarouanu (pyrunnas
KJIMHUYECKAasl MPAKTUKA 10 MPUHLUILY <10 HAMEPEHUIO
JIednTh»): HabJIIOAEHNe, XUPYPruv4ecKoe yAaJeHue, Jy-
4eByl0 Tepamnuio, ummyHortepanuio (putykcumab), um-
mynoxumunorepanuio («KRCHOP», «R-mNHL BFM-90»,
«FMC-R>»). Boibop nevenns ocyuiecTsiasiiy B 3aBUCHMO-
CTM OT BO3pacTa, HO3oJoruyeckoit ¢opmbl (MHIOIEHT-
Has WM arpeccuBHass ¢opma), PacnpoCTPaAHEHHOCTU
(emiMHUYHBIE MJAM MHOYKECTBEHHbIE OYaru, BHEKOXKHAs
reHepasusanms). Papmorepanusa npeanosarana npose-
feHue KOH(OPMHOro Jy4eBOro BO3/EHCTBUS C CymMmap-
HOU no30ii 0bnyuenus 20-25 I'p. Monorepanuio putyk-
cumabom mposoauau B nose 375 mr/m’1 pas B Hememio

B TeueHue 4—8 Henesb, UINTENBHOCTD JIeUEHUST 3aBHUCEIA
OT BpPEMEHU [OCTHYKEHUS IOJHOIO PErpecca OILyXOJIH.
Xumunorepanuw no nporpamme «FMC-R» nposopuian
npu BHeko)kHOI renepanusanun [1K-JIM3, 4-ro xypca
B ciyuae poctvoxkenus: noanoit pemuccumn (ITP) mocse
I-ro niu 2-ro xkypca u 6 nuknos — ecau [IP nocrurnyra
nocste 4 nnm 5-ro kypca. Xummuorepanuio no nporpamme
«R-CHOP» npoBoannu npu BHEKO>KHOI TreHepaIns3anum
[TK-JI®OLL u npu neuennu [TK-JIBKKJI y Gonbubix crap-
we 60 net, 4-ro kypca B cayuae pocrukenus 1P nocse
I-ro nau 2-ro xypca u 6 nuknos — ecau [IP nocrurnyra
nocJie 4-ro nam 5-ro Ky pca. XMmMHUOTEpAIHIO IO IPOrpam-
me «R-mNHL BFM-90» nposopuan npu I[TK-JIBKKJI
y 6oabnbix maamue 60 get, cymmapuo 4 kypca [30].

Cmamucmuueckui ananrus. 1lpn ananuse nanupix Obln
MCIIOJb30BAHbI CTAHAAPTHBIE METOABI ONMCATETBHON CTa-
TUCTHKH, YaCTOTHOro U cobbrtuitnoro ananausa. OB oue-
HUBaJIU 110 BPEMEHM OT AAThl AMATrHO3a /0 AAThl CMEPTH
OT 1060 TPUYMHBI MU JATHI OCJEHErO KOHTaKTa (LieH-
sypuposanue). bespeunausnyo sepxusaemocts (BPB)
OLIEHMBAJIA OT JAThl NEPBOM PEMUCCHUM 0 AATHI IIEPBOrO
HeOaronpusiTHOro cobeitus (peuuauBa WM CMEpPTH);
GosIbHBIE, y KOTOPBIX He ObLIIO HEOIATOIPUATHBIX COOBITHIA,
ObLIM LIEH3Yy PUPOBAHbl HA MOMEHT IOCJIEAHErO KOHTAKTA.
Becnporpeccusnyio sepkuBaemocts (BIIB) ouennsanm
OT JaThl AUATHO3a [0 JAThl NEPBOro HebJIArONpPHUSTHOrO
cobbrTus (penuanBa, MPOrpeccuy Uiau CMEPTH); OOJIbHBIE,
Y KOTOPbIX He Obl10 3adUKCHPOBAHO HEBJIATONPUSTHOIO
CoObITHSI, OBLIN LEH3ypUPOBAHbl HA MOMEHT IOCJIELHEro
korrtakra. Aranua OB, 6eccoObITUHHOM, BBIYKUBAEMOCTH
(BCB) BIIB, BPB nposoauau ¢ ncnons3oBaHnem OLEHOK
Kannana — Maiiepa u xpurepus Log-Rank nna cpasne-
HUS TPYIIIL.

Pesyabrars:

Xapaxmepucmura 6orsnoix. Beero B uccnenosanue 6u1au
srsovensl 57 Goapnbix [TKBKJIL. Xapaxrepuctuku 601b-
HBIX NpeCTaBJeHbl B Tabnuue 2.

(or 7
no 204 mec.). Haubonee pacnpocrpaHeHHbIM MOATHIIOM
ITKBKJI 6sura TTK-JIBKKJI (40%), a TTK-JIM3 u T1K-
JIDLL cocrasunn 32 u 28% coorserctBenno. as Bceit
rpymIbl MeaHa BO3PACTa HA MOMEHT BepUpUKALUU AH-
arnosa cocrasuia 58 net (24-91), nna [TK-JIDLL — 61 rog,
IK-JIM3 — 51 u I[TIK-JIBKKJI — 63 roga. Coorromenue

MYI>XKYIUH 1 XKEHIIWH 6])IJIO PaBHBIM IIPU BCEX (bopMax.

Menunana wnHabmopenuss cocrasuia bl mec.

[IpoBenena oueHka BpemMeHM OT NOSIBJIEHMS NEPBBIX
cumnromos no Bepudukauuu auarxHosa. Menuana spe-
menu coctasuiaa 24,3 mecsna (ot 1 no 247 mecsmes max-
CUMaJIbHO).

CambIMu pacnpoCTpaHEeHHBIMU JIOKATU3ALUAMU ObLIN
cnuna, rpyab (33%), nuxkuue xoneunoctu (30%), ro-
noBa u wes (26 %), sepxuue xkoneunoctu (11%). ¥ 32
(56 %) 6oaBHBIX OBLIO OJMHOYHOE MOpPaYkeHUE, B TO Bpe-
ms kak y 25 (44 %) Gonbubix GbLIO GONEe oxHOrO Mopa-
SKEHUS.
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Tabnuua 2. Xapaktepuctrku 6onbHbix [TKBKJT
Table 2. Characteristic of patients with PCBCL

XapakTepHcTHku
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Bce MKBKJI MK-ABKKI

Characteristics

Konuuectso 6onbHbIX, n (%)
Number of patients, n (%)

All PCBCL
57 16 (28 %)

PCDLBCL

18 (32 %) 23 (40%)

Mon/Sex, n (%):
Myxckomn/Male
Xenckun/Female

30 8 (50 %)
27 8 (50%)

10 (55 %)
8 (45 %)

12 (52%)
11 (48%)

Bospact Ha MOMeHT BepuUKALMU [UATHO3A, MEAUAHC, rOAbI
The age at the moment of diagnosis verification, median, years

58 (24-91) 61 (44-78) 51 (27-71) 66 (24-91)

MeguaHa BpeMeHun OT NoSBNEeHUs CMMNTOMOB A0 Bepubukauum
AMarHosa, mMec.
The median time from the first symptoms to diagnosis verification (months)

24,3 16 20 4,5

JNlokanusauyus
Bonocucrtas 4acts ronossl, nuuo, n (%)
localization Scalp, face, n (%)
Tynoswuuwe, n (%)
Trunk, n (%)
BepxHue koHeuHocTy, n (%)
Upper exiremities, n (%)
HuxHue koHeuHoctu, n (%)
legs, n (%)

15 (26) 9 (56) 51(28) 1(4)

18 (32) 4 (25) 6 (33)

18 (32) 1(6) 4(22) 1 (4)

18 (32) 2(13) 3(17)

Konuuecteo ouaros npu nepeMYHOM AUATHOCTUKE
Eagunununble, n (%)
localized, n (%)
MuoxecTseHHbie, n (%)

Multiply, n (%)

30 (53) 11 (69)

27 (47) 5(31)

Ta6nuua 3. Peaynsrats MIMNX-nccnenosanms

Table 3. Immunohistochemical study results

MNK-NoL,
PCFCL

Bcl2 44%

Mapkep
Marker

MNK-JIM3 MNK-ABKKIJ1
PCMZL PCDLBCL

67 % 70%

Bcl6 38%

0% 22%

MUMI 19%

17 % 78%

Ki-67
<10% 19%
210-<50% 63%
>50 % 0%

50% 0%
28% Q%
0% Q1%

Pesynomamer nabopamopnozo obcaedosanus

Y Bcex 57 6Gompubrx Bemosaneno VI'X wccimemoBanume
[JIS1 TIOATBEPIKJAEHMSI AMATHO3a M OINpPEJEIEeHNs TOATHIIA
ITKBKJIL. ITpu ITK-JIDLL 8 56 % orcyrcrBoBana akcnpec-
cusi bel-2, B 38% onpenensnace bel-6, MUM1 — 19%.
ITpu ITK-JIM3 — skcnpeccus bel-2 onpenensanacs B 67 %,
He BbisiBasiachk bel-6, MUMI — 17 %. Ipu ITK-JIBKKJI
akcnipeccust bel-2 onpenensinace B 70%, bel-6 — 22%,
MUMI1-78% (ra6s. 3). naekc nponudepaTusHoit akTHB-
nocru (Ki-67) B saBucumoctu ot nogruna: npu [1K-JIM3
< 10% 6b11 onpenenen y 12 (24 %) 6onpubix, Ki-67 — 10—
50% — 17 (34 %), Ki-67 > 50% — 20 (40 %).

V 35 (61 %) us 57 6onbHbIX BhIsSiBAeHA B-KiieTounas kio-
HAJBHOCTb MO TE€HAM TSKEJIOH LEeNu MMMYHONIOOyJIrHA
(npu ITK-JIM3 BeisiBensr 8 29 %, npu ITK-JIBKKJI —
B 38 %, npu [1K-JIOL — B 20%). NccnenoBanue nerkux

Lenei UMMy HOIIOOYJIMHA He BBITIOTHSIIN 10 TEXHUYECKUM
npuuunam. Y 19 (33 %) 6oabubIx 661710 BRImonneno FISH-
HCCJieIoBaHYE ISl M3y UeHUs1 TIoKycoB renos: BCL2/18q2],
BCL6/3q27, ¢-MYC/8q24, del 17pl3. Llurorenermueckue
abeppauuu BbisiBiensl Tosbko y 6ombabix [TK-JIBKKJI.
Y 2 GonbHbIX ObLIM BBISIBJIEHBI TPAHCJIOKALUUA U aMILIU-
duxauuu c yuacruem snokyca c-MYC/8q24 u BCL6/3q27.
Henenus 17pl3 u nepecrpoiiku ¢ yuyactuem joKyca reHa
BCL2/18q2]1 we ObuiM BBIABIEHBI HU B OJHOM CJLydae
(taba. 4).

ITo peaynbraram cekBenuposanus no CoHrepy ¢ uLesbo
noucka myrauuu resa 7P55 npu ITK-JIBKKJI (2 =4) y 1
(25 %) GosbHOrO BBHISABJIEHBI OJHOBPEMEHHO [BE MaTOreH-
Hble myTtauuu /P55 ¢ BBICOKOH ajlleJbHOM HArpy3KOM
(G853A p.E 285K u c.741_742del insTT p.R 248W —

48 u 23% cooTBeTcTBEHHO).
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TOGJ'IVIIJ.G 4. I_I,VITOI'eHeTM‘%eCKOG M MONEKYNAPHO-TEHETNYeCKoe nccnefjoBaHus.

Table 4. Genetic and molecular studies

MapameTpsi
Parameters
®dnyopecueHtHas rmbpuausauums in situ BCL2/18q21, n=19
Fluorescence in situ hybridization of BCL2,/18921, n = 19
TpaHcnokaums ¢ yyactuem nokyca rena BCL2
Translocation involving BCL2 gene locus

3HaueHue
Meaning

Tpucomus/pynnukaums/amnnnukauyms BCL2
Trisomy,/duplication/amplification BCL2

4(33,3%)

®nyopecueHtHas rmbpuausauus in situ BCL6/3q27, n= 19
Fluorescence in situ hybridization of BCL6,/3q27 n =19
TpaHcnokaums ¢ ydactuem nokyca reHa BCL6

Translocation involving BCL6 gene locus

2 (17%)

Tpucomus/pynnukaums/amnnnepukaums BCLE
Trisomy,/duplication/amplification BCL6

2 (17%)

®nyopecueHTHas rmbpuansaums in situ c-MYC/8q24, n=19
Fluorescence in situ hybridization of c-MYC/8q24, n = 19
TpaHcnokauus ¢ yyactuem nokyca rena c-MYC

Translocation involving c-MYC gene locus

2 (17%)

Tpucomus/pynnukaums/amnnmnukaums c-MYC
Trisomy,/duplication/amplification c-MYC

2 (17%)

®dnyopecuentHas rmbpuausauus in situ geneuns/TP53, n =4
Fluorescence in situ hybridization of deletion/TP53, n =4
Oeneuns 17p13/Deletion 17p13

Kaunuuecroe nabnwdenue 1. Bonvnott H., 77 ner. B 2015 .
3abosieBaHMe €OIOTUPOBAJIO C TOSBJIEHUS OILyXOJIEBOrO
0bpa3oBaHMsI Ha JIEBOM IJIeYe U B 00JIACTH BHY TPEHHEIH 110-
BepXHOCTH JieBoro benpa. Buoncus o6pasosanus nossonu-
na sepudunmposars auarnos [1K-JIBKKJI, tun nusxaux
koneunocreii (mo MI'X anropurmbr — non-GCB Tuna).
Beuio ormeueno orcyrcreue sxcnpeccun CD20, B cBsasu
C 4eM B IPOTOKOJIbI TEPAIIUM HE ObLI BKJIIOYEH PUTYKCH-
mab. YuuTbiBas BO3pacT, COMaTMYECKUIi CTaTycC, OOJBHO-
my nposoguiu tepanuio no nporpamme «CHOP», nocne
3 KypcoB oTmeueHa nporpeccus 3abosesanus (poct nos-
KO>KHOro obpasoBaHus, naxoso-6eapennoro sumdaruue-
ckoro ysna). Inrencudukanmio repanuu 66110 BHITOJHUTD
HEBO3MOXKHO, C MAJIMATUBHOW LIEJbIO IIPOBEAEHO yAaJse-
HUE OILy XOJIEBBIX OYATr0B C MOCJe/ YOIl 1y Y4eBOl Tepanu-
eit (sleuenue oxonveno B Hosi6pe 2015 r.). B 2017 r. — penu-
AUB 3ab0sIeBaHUS B BUJIE TIOSIBJEHUSI HOBbIX 00Opa3oBaHUii,
Oblia HauaTa Tepanus JeHaJU0MHUIOM, Yepes 2 Mec. Jieue-
HUSI OTMEYEHO YILIOLIEHUE U YACTUYHAS PErPECCHst OILY XO-
JIeBBIX KOXKHBIX obpasosanuii. Tepanus 6bia npomomnke-
Ha B TeueHue 2 sieT 6e3 npusHakos nporpeccun. B 2019 r.
MOSIBUJINCH HOBble 0OPa3oBaHUsI HA KO’Ke, BBIMOJIHEHA MX
6uoricusi, BepudpuIUPOBaH AMArHO3 6a3aJbHOKJIETOYHOTO
paxa, npusnakos koxxHoit [IBKKJI ne seisiBieno. Boabnoii
ObLII LIEeH3Y PUPOBAH CO CTATYCOM «KUB» IIPU CPOKe HAbJII0-
nenus 5 ner. PerpocnexkTuBHO BhIMOHEHO MCCIenOBaHME
myrtauuii rena 7P55 B nepBuYHOM marepualie, B KOTOPOM
BBISIBJIEHBI /IBE IATOr€HHbIE My TALUU.

PESy./lblncllnbL mepantiu

[lokasanuss k nposesenuto creunduueckoit Tepa-

o cpasay 1mocJje BepI/I(bI/II(aLH/II/I AvarHo3a 6bIJII/I y 42

us 57 Gonbubix [IKBKJI (npu ungonenrnsix B 33 %, Tor-
na kax npu [TK-JIIBKKJI — B 100%). BapuanTe: neuenus
ObLUIM pacnpe/esieHbl CIeAy MMM 00pa3om: JTydeBas Te-
panus seimosnnena y 11 (19%) 6onbubix, xupypruueckoe
ynanenune — y 14 (256%), ummynorepanus — y 7 (12 %),
ummyHoxumuorepanuss — y 24 (42 %) (raba. 5).

[Tarunernne OB B rpynne unponentusix (ITK-JIDLL
u [1K-JIM3) u arpeccusnbix (ITK-JIBKKJI) numdom co-
crasuan 100, 100 u 76 % (95 % nosepurenbHbIit MHTEPBaJ
(AN): 43-74), BCB — 55, 68 u 49% (95% [AW: 81-100),
BPB — 72, 49 u 52 % coorsercrBenno (puc. 4). Mennana
Habmonenus cocrasuna 51 mec. (ot 1 no 204 mec.).

na naponentupix Bapuanros (ITK-JIM3 u ITK-JIDLI)
BBIMOJTHEHO cpaBHeHUe 2(pdeKTUBHOCTU NEPBOH JUHUU
NpU NPUMEHEHUM JIy4€BOH TEPAllMM U XWUMMOTEPAINH:
5-nerusast bPB u BCB cocrasuau 71 u 100%, 67 u 100%
coorBercTBeHHO (puc. b).

10 (48%) Gombubim I[TK-JIBKKJI, Tun sHuxuHUX KO-
HEYHOCTEH, MpOBeJAEHA BBICOKOAO3HASI XUMHUOTEPAIUS
no nporpamme «mNHL BFM-90», o6muit orser moctur-
Hyt B 100% ciyuaes. Y 1 GosbHOro B CBSI3M C TOKCHY-
HOCTBIO YAAJIOCh BBINOJIHUTH TOJABKO | Kypc xumuorepa-
NUU C JJIUTENbHBIM MEeXKypcoBbiM mHTepBaJjom (Gosee
2 mec.), BO BpemMsi KOTOPOI'O IPOM3OLLIA TIPOrPECCHST 3a-
GoseBanus, u gasee 6OILHOMY NPOBOAMIN NATIUATUBHOE
nevenue. Y ogHoi 6oapHOH ¢ Tpancdopmanmeit [TK-JIDLL
B [IK-JIBKKJI BosHuk nosguuii joxkaabHbII penuaus
nocJse 6iokosoit Tepanun. Ocrasmnmes 13 6onbHBIM BbI-
nosnnens: «R-CHOP»/«CHOP» — 7, nyueBas repanus —
4, ummyHorepanus — 2.

Hns  TIK-JIBKKJI  6siia

Has  addexTuBHOCTD

OIl€HECHAa CpaBHUTEJIb~

ITPOTOKOJIa ~ XMMUOTEpPaITui:
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Ta6nuua 5. Bapuants tepanim nepeoit nunmm [KBKJT
Table 5. First-line treatment types

Bce MKBKJI, NK-nou., MNK-JIM3, NK-OBKKJ1,
All of PCBCL PCFCL PCMZ PCDLBCL
n=57 n=16 n=18L n=23

11 (19) 5(31) 3(17) 4(17)

Jleuenune

Treatment

Papuotepanus, n (%)
Radiotherapy, n (%)
Xupypruueckoe yaanenue, n (%) 14 (25%) 3(19) 1 (61)

Surgical excision, n (%)

Habniogenue, n (%)

Observation, n (%) 12 1(100]
UmmyHotepanus, n (%)
Immunotherapy, n (%)

Putykecumab n (%)

7 4 (7 1(6 317
Rituximab, n (%) ) (6l (17)
Apyrue (B T.4. uHTepdepoH 0, neHanmaomma), n (%)
i . . o 3 (5) 1(6) 2 (9)
Others (interferon a, lenalidomide), n (%)
MmmyHoxumunoTtepanus:
24 (42)
Immunochemotherapy
R-FMC, n (%) 2 (4) 2 (1)
R-CHOP/CHOP, n (%) 11 (19) 5(31) 6 (26)
R-mNHL BFM-90, n (%) 11 (19) 11 (48)
100 - 00 | 100 -
90 g 90| E o
a 80 80 -| 80
g
g 70 70 70
g 60 60 2 60
= = + + o R
g.: 50 £ s E 50- ] :
) 5 B E o 40
z 2 407 g T g & N
g% a0 Q& 30 g 907
85 ,,| — DKABKI(PCDLECL) ¥ =5 20
—gmo:[(gf(};%ig @ & —— MK JIBKKI (PCDLBCL) @ & ——— TK-JBKKJ (PCDLBCL)
10- 104 IIK-TIM3 (PCMZL) 197 —— mems ez = 0,4465
=0,0161 . p=0,5722 - : p=0,
0 P ¥ 0 IOK-JI®I (PCFCL) 0 OK-JIP®I (PCFCL)
T T T T T T T T T T T T T T T T
0 2 48 T2 % 120 144 0 18 3 54 72 90 108 126 144 0 18 36 54 72 90 108 126 144
Meesnbl (months) mecansl (months) Mecsnbl (months)
MBMbowcy momowwomowoog st Midhous 2z e n2zs:t13y Mldbosss 289271233333
Tienen (reFer) I A A A Tenon (Perén B o2 1007 4 3 3 1 @ L (Prer) W 112 0 6 4 4 4 3 3 3 2
A/A 5/B B/C

Puc. 4. MNapametpsi Boixusaemoctu 8 rpynne [NKBKJT 8 sasrcumocty ot guarrosa: A — OB, b — BCB, B — bPB
Fig. 4. Parameters of survival in the PCBCL depending on the diagnosis: A — OS, B — EFS, C — RFS

Tabnuua 6. Hactota gocTrxeHus obLLero oTBeTa B 3aBMCUMOCTH OT BUAQ TEPANMM 1 NO HOZONOTMYECKMM BbOpMam
Table 6. Frequency overall response depending on the freatment and nosological forms

NK-ABKKI
PCDLBCL
n=23

4(27) 3(17) 3(13)

JleueHnune

Treatment

Papguotepanus, n (%)
Radiotherapy, n (%)
Xupypruueckoe yaanenue n (%)
Surgical excision, n (%)

7 (47) 7 (39)

UmmyHotepanus, n (%)
Immunotherapy, n (%)

11(7) 2 (M) 1(4)

MmmyHoxumuorepanus, n (%)
Immunochemotherapy, n (%)

R-FMC 2 (100)
R-CHOP 5(33) 417)
R-mNHL BFM-90 10 (100)
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Puc. 5. CpasrutensHas sddexTsHOCTs nydesoit Tepanuu npotue xumuotepanuu npu [K-JIOL u MK-JTM3: A — BPB, b — bCB
Fig. 5. Comparative effectiveness of radiation therapy versus chemotherapy in PCFCL and PCMZL: A — RFS, B — EFS

Tabnuua 7. OnHodakTopHbIi aHANU3 ANs onpefeneHns NporHoaa
Table 7. Univariate analysis to defermine prognosis

Mapametp 5-netnsas bPB 5-netnss BCB
Parameter 5-y RFS 5-y EFS
NK-OBKKJ1 nokanusauus:
PCDLBCL localization:
HuxHue koHeuHoctn/ legs 4% /3%
P=0,1348 P=0,038
Opyroe/Others 25% 21%
NK-N1®U nokanunsaums:
PCFCL localization:
HuxHue koHeuHoctn/ legs 100% 100%
P=0,2969 P=0,3458
Opyroe/Others 67 % 62 %
Pacnpoctpanennocts/ Dissemination
OpuHouHsle ouaru/ Solitary lesions p :%?]é37 p :58,6)76
MuoxectseHHble ouarn/Multiply lesions 54% 52 %
MHpekc nponngepaTMeHO OKTUBHOCTK:
Index proliferative activity:
Ki-67 < 10% 68% 67 %
Ki-67 210-<50% 60% 60%
Ki-67 >50 % 54% 51%

«R-CHOP»/«CHOP» nporus «R-mNHL BFM-90»> —
5-netussss OB, BPB u BCB cocrasuau 51 u 100 %,
16 1 83 %, 18 1 76 % coorBercTBeHHO.

BeposTHocTh pennauBa B TeueHue 5 ser BO Beeii rpym-
ne [TKBKJI cocrasuna 40% (95% JIU1: 24—-53). Yame
Bcero peunaussl cayyaaucs B rpynne [TK-JIM3 (61 %).
Ilpu ananuse BepOATHOCTH PasBUTHS PELUAMBA B OHO-
dbaxTOpHOM aHaIM3e ACCOLMMPOBAHHBIMU MapaMeTpamu
SIBUJIMCH CTaAMsl JIOKAJIMBALMUS U TEPANEBTUYECKOE BME-
LIATEJIBCTBO.

[lna onpepnenenus: NpeaMKTOPOB NPOrHO3a B OfHO(AK-
TOPHOM aHajIu3e ObLIM MCCJENOBAHBI CJEAYIOLIME Ma-
pameTpbl: JoKaausauus (HUYKHUE KOHEYHOCTH IIPOTHUB
APYTUX JIOKQJIM3aLUIi, MHOKECTBEHHBIE O4Yaru IPOTUB
nposndepaTuBHON aKTHBHOCTHU

OOV HOYHBIX, MHIECKC

Ki-67 < 10%, Ki-67-10-50%, Ki-67 > 50 %). [1atunernue
BPB u BCB no napamerpy «1okanusanms: HUKHUE KO-
neynoctu nportus apyroe» miast [TK-JIBKKJI cocrasu-
an 74 u 26%, 756 u 21 % coorsercrBenno. Ilarunernue
BPB u BCB no napamerpy «iokaausaumus: HUXKHUE KO-
Heunoctu nporus apyroe» ans [IK-JIOLL cocraBuiau
100 u 67%, 100 u 62% coorBercrBeHHO. [lgaTunerHue
BPB u BCB no napamerpy «pacnpocTpaHeHHOCTb: MHO-
JKECTBEHHBIE OYary MPOTUB OAMHOYHBIX» [JIs BCEH IpyI-
ner [TKBKJI cocrasuan: 54 u 69%, 52 u 59 % coorsercr-
BeHHo. [larunernue BPB u BCB no napamerpy «unpexc
npoaudeparusnoit aktusnoctu: Ki-67 < 10% nporus
Ki-6710-50% nporus Ki-67 > 50%» pnst Bceit rpymnmbt
TTKBKJI cocrasuau 68, 60 u 54 %, 67, 60% u 51 % coor-

BeTCTBeHHO (Tabs. 7).
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He ynanoce nosy4uTs MHTEpHpeTUPYEMBIi pe3yJsbTar
npu nposesenun muorogakropuoro ananuza OB u BPB.
Hu onna ms nepemenHbix He Obl1a OTOOpaHa B OKOHYA-
tenbHy0 mopeab. OQHON M3 NPUYMH TAKOro pesyJsbTa-
Ta MOXET SBJSATbCS HebOJIbLIOE KOJUYECTBO COOBITUH
HPH JOCTATOYHO OOJIBIIOM KOJTUYECTBE ACCOLMHUPOBAHHBIX
APYT ¢ Apyrom (paKTOPOB, KOTOPBIE MPOAEMOHCTPUPOBA-
JIM CBOIO MIPOTHOCTHYECKYIO 3HAYMMOCTD 10 PE3YJIbTaTam
0AHO(AKTOPHOro aHaJM3a U ObUIM BKJIIOYEHbl B MHOIO-
dakTopHyo MOzenb B KadecTBe (DAKTOPOB-KAHIUAATOB.
Jlis OueHKM BIMSIHUSI HECKOJIBKUX NEPEMEHHBIX Ha MPO-
rHO3 TpebyeTcs najpHeliee HAOIIOAEHNE U PACIIMPEHNE
o06bema BBIGOPKH.

Ob6cyxpaenne

Pesynsrarsr nccineposanus «RuSLyG» nossoasor oxa-
PaKTepU30BaTh KIMHUYIECKHUE MAPAMETPbI, BUABI UCIOJIb-
ayemoli Tepanuu U uX 9(PPEKTUBHOCTb HA TEPPUTOPUM
P®. Cornacno mexxpaynapogubim panasim  [31] cpeamn
ITKBKJI npeo6naparor unponentusie Bapuants:: [1K-
JIDLL [6] nan TTK-JIM3, ognako y 40% Gonbubix B Ha-
cTosleM HcciaenoBaHUM Obuia auarHoctuposana [1K-
JABKKUJI, uro, BeposiTHee Bcero, CBA3aHO C HEKOTOPOMU
uanuIIHe BBIOOPKOI Gosee arpeccuBHbIX popm aumbom,
HabJII0IaBIINXCS Yy TEMATOJIOTOB, B TO BPEMs KaK MH/O-
nentHele koxxkuble JII13 moryr nabmoparecs paurenbHO
y aepmarosioros [32].

Cpennnii Bo3pacT Ha MOMEHT YCTAHOBJIEHUSI AMATHO3A
ITKBKJI, no nanusim aureparypst [33], — 62 roaa, B Ha-
CTOSLEM MCCJIEOBAHUM MeAMaHa BO3PAacTa COCTaBHJIA
58 set, He OBLIO pasnaMYMii B 3aBUCMMOCTM OT IMOATHUIIA
TTKBKJI.

[na nonnouennoit Bepudmukanmn amarnosa [TKBKJI
SIBJISIETCSI  00SI3aTEeIbHBIM  BBIIOJHEHHE TI'HCTOJIOrHYe-
ckoro u WMI'X-uccnepoBanuii, B oTiiuue OT KO HBIX
T-kneTounsix aumdom, ocobeHHO paHHUX cTaaUil rPUbO-
BUAHOTO MUKO3a [34].

TTK-JIDLI, B oTnuume oOT HOAANBHBIX B-KIeTOUYHBIX
aumdom, B GOJBIIMHCTBE CIyYaeB He UMEIOT OKCIPEeCCUu
bcl-2 na onyxonesbix kierkax [35]. Ilo nanubim Hacros-
wero nccaenoanus B 44 % ciyvaes BbIsiBIeHA TOBBILLIEH-
nas bcl-2. Opnako no gaHHBIM APyrMX Ipynn uccJeno-
BaHMH Ha Goabluom konuvectse GoapHbix npu [TK-JIDL]
no 30% cayuaes asasaucey bel-2-nonoskurensupimu [36].
CoorBercTBeHHO, Cciaydan ¢ MOPQOJOrMYECKUMU Yep-
ramu, Hetunuudbimu aas [IK-JIBKKJI, unponenTunim
KJIMHUYECKUM TedyeHueMm, skcrpeccueii bel-2, nepbicokum
Ki-67 (menee 50%) npeacTaBiasiior cJa0KHOCTD aus aud-
¢dpepennmanpHoil fuarnoctuku sHyTpu rpynnst [TKBKUIL,
Y psifi aBTOPOB npeparaior otHocuth ux He k [TK-JIODL],
a x [TK-IBKJIJI necnenudunuposantoii.

Bropeim no snaunmoctu B guarnocruxe [IKBKJI asasa-
€TCS1 BBINIOJHEHNE MOJIEKYJISIPHO-TEHETUYECKOrO NCCIIEL0-
Banus. [lo nanueim HekoTOpbIX aBTOpOB [37], 0O6HApYHKeE-
Hue B-kieToyHOM’ KJIOHAJIBHOCTH IO FeHaM TSIYKeJJI0H Ienu
ummyHornobyauna merogom [ILIP obnanaer Bbicokoit
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crieruuunocteio (86-1009%), Ho meHbIIel YyBCTBUTEb-
Hocreio (79%) no cpasuenuio ¢ NI'X-uccneposanmem.
B nacrosmeit pabore B-kierounas kiaoHaabHOCTB 1O Te-
HaM TsDKEJION Lenu MmmyHorao0ynnHa BoisiBiena B 61 %
CJLy4aeB, IPU 9TOM MCCJIEJOBAHUE JIETKUX LENEd MMMY-
HOIJIOOY/IMHA JOMOJHUTENbHO BBIIOJIHUTL HE YAAJ0Ch.
OrcyrcrBue obHapyskenus B-kierounoil kiaonasbHOCTH
B OCTAJIBHBIX CJIydYasiX MO HAIIMM JAHHBIM MOXET ObITH
ceasano ¢ ucnonssosannem [{HK, Boigenennoit us napa-
¢dbuHa, 4TO, KAK M3BECTHO, CHWIKAeT Pe3yJbTATUBHOCTD
uccaeposanus [38]. st moBbileHMst 4y BCTBUTEIBHOCTH
uaeHTUdUKAIIMY MOHOKJIOHATBHBIX B-Ki1eTok Heobxomu-
MO [OINOJIHUTEJIBHO MCCJIEAOBATh T€Hbl MM PECTPUKLIUIO
JIETKUX LIeNel, B TOM YKCJIE C IPUMEHEHUEM METOAA MPO-
TouHOM nuromerpuu [39].

[Toxasarenn ponrocpounoit OB npu ITKBKJI cocra-
Busan 90% Bo Bceit rpynne U CBUAETENBCTBYIOT O OJaro-
npusitiom npornosde [TKBKJIL. Hecmorps na muposnent-
HOe TevyeHUe OOJIBIIMHCTBA M3 HUX, B HACTOsILIEH paboTe
42 wus 57 GonbHbIX Ha MOMEHT BepuMKALUMU AUATHO3A
VIMeJIN NoKas3aHus K nposeaeHuto repanun. Vs nux y 89 %
ObLI JIOCTUTHYT TOJIHBIA OTBET IOCJe MepPBOH JMHUU
(ITK-JIDOLL — 93%, ITK-JIM3 — 94 %, I1K-JIBKKJI —
78 %), 9TO coBnazaeT ¢ ONMBITOM MHOCTPAHHBIX TPYIII MC-
cnenosareneit [23].

Ilo wacTore moctuxkenus obmero orsera (I1P/gactuu-
Hasi PEMUCCHSI) CaMble BBICOKHE ITOKA3aTeNH AOCTUTHY ThI
npu npuMeHeHUU cucremHoi xumuorepanuu (38 %) u no-
KaJabHBIX MeTonoB BosaeiicTaus (25 %). Insa 6onbusix [TK-
JABKKIJI addexrusnocts 6p1a nokasana npu npumene-
HUM CUCTEMHOM Xxumwuorepanuu no nporpamme «~mNHL
BFM-90». Ina ITK-JIDOL u [MK-JIM3 sddexrusnocts
Oblyia MOKazaHa MPU MCMOJAb30BAHUM XUPYPrUvecKoi pe-
sexuuu u syqesoit repanuu [40].

Brina ouenena cpaBHurensHast 9¢ppeKTUBHOCTD NEPBOH
auanu st nagoneHTHerx [TKBKJI no nporokonam «iy-
gyeBas Tepanusi» U «xumuorepanus»: d-neruss OB, BPB
u BCB cocrasuau 100 u 100%, 71 u 100 %, 67 u 100 % co-
oTBeTCTBeHHO. Takum oOpasoMm, y4WTBIBAasi HENPEPHIBHO
PeuUaAMBUPYIOLIEN XapaKTep TeYeHUs dTUX 3aboJsieBaHU,
BO3MO>KHO IIPUMEHEHUE PAAUOTEPAIINU C AJIUTEIBHON Me-
JMaHON BPEMEHU [10 CJIeYOLIeH JMHUY TEPATINY IIPU MU-
HUMaJIbHBIX NobouHbIX apdexrax [41].

ITpu ITK-JIBKK/JI, tun Husk HUX KOHEYHOCTEH, BBUY ar-
peccuBHOro xapaktepa 3abosieBaHus BceM OOJBHBIM MOKa-
3aHO NpOBeJEHNEe XMUMHUOoTepanuu. Esponeiickas opranu-
3aLMsl 110 U3YYEHUIO U JeueHUo paka u MexxayHnaponnoe
OOLECTBO M0 M3YUYEHUIO KOXKHBIX JUM(OM PEKOMEHYIOT
nevenue no nporpamme «R-CHOP» [10]. danusix no ad-
(PeKTUBHOCTM NpPHUMEHEHUs] AHTPALMKINH-COAEPHKAIINX
KyPCOB B II€pPBOM JIMHUU Tepanuu HemHoro. VInrepnpera-
LUsT Pe3yJIbTATOB OCJIOXKHSIETCS PA3HBIM KOJIMYECTBOM
Ky PCOB,
cpokom Habmogenuss (no 2 ner). F. Grange. m coasr.

Pa3HbIMMU [O03aMM IIperaparoB M MaJIEHbKHUM

[42] wccneposanmu npumenenne CHOP-nonobubix xyp-
coB y 20 6oasubix ITK-ZAIBKJIJI, B 11 ciayuasx mossr
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TIKBKIJI
PCBCL
/ \
WunonenTHbie BapUaHThI Arpec'cymmﬂe BapUaHTHI
(TIK-JIM3, HK.-J'I(DH) (TIK-ABKKJT)
Indolent variants Aggressive variants
(PCMZL, PCFCL) (PCDLBCL)
Comartuuecku
JlokanbHbIE POPMBI PacnpocTtpanennsie hopmbl CoxpaHHbIe Xpymnkne OTATOIIEHHBIE
Local forms Generalized forms (“fit”) (“frail”) (“unfit”)
A4 \ 4
L. Xupypriieckas L. Putykcnma6 R-mNHL BFM-90 I Putyxenmat
L.mSMART
pesexms Rituximab S? ART *
Surgical excision No6pyTuHnG
Rituximab
+ Ibrutinib
IL. JIyueBas
Tepanust
Radiotherapy

Puc. 7. Anroputmel Tepanuu MKBKJT (JTT — nydesas tepanus)
Fig. 7. Algorithms therapy of PCBCL

IPOTHUBOOILY XOJIEBbIX IPENAapPaTOB OBLIN PeyLUpPOBAHBI
B CBSI3U C TSIYKEJIOM COILyTCTBYIOIIEN NaTOJOrUel UJIn Mo-
>kusbiM Bosdpactom. Yacrora pemuccuii cocrasuna 75 %
npu cpoke Habmonenus ot 4 no 65 mec. M. Wobser u co-
aBr. [43] omybGsukoBasu pesysbTaThbl JIEeYEHUS MO MPO-
pamme «R-CHOP» y 4 GoabHbIX, y KOTOpPBIX, HECMOTPSI
Ha JOCTMI)KEHWE IEPBUYHOIO MPOTHUBOOILYXOJEBOTO OT-
BeTa, B JaJjibHeHIlleM OTMedasach mporpeccusi 3aboseBa-
nus. OnbiT npumeHenus 6osee MHTEHCUBHBIX POrPamm
XMMUOTEPAlMU OIPAHUYEH OMMUCAHUEM €IMHUYIHBIX CJLy-
gaes. T. Okudaira u coasr. [44] coobmmau o muTe bHOM
pemuccuun [TK-JIBKKJI nocse 6 xkypcos «CODOX-M»,
cpok Habsonenus cocrasu bosee 2 ser.

B nacrosimem uccneposanuu gna [TK-JIBKKJI 5-ner-
usass OB, BCB u BPB npu nposenenun xumuorepanuu
no nporpamme «R-mNHL BFM-90» nporus gpyroro se-
yenus («<R-CHOP»/«CHOP») cocrasuau 100, 51 u 76 %,
npu apyrom sedennu — 18, 83 u 16% coorsercreen-
HO, 9YTO CBHIETENbCTBYeT 00 2(PPEKTUBHOCTH BBICOKO-
JO3HOM XMMMOTEpanuu IPU JaHHOU d)opMe KOYKHBIX
B-kaerounsix numdom. Hepocrarkom nacrosero nccoe-
foBaHUsA sBJsieTCsl HebobIIas BIOOPKA GONBHBIX B CPaB-
Husaembix rpynnax. Myrauuu pb3 npu I[TKBKJI Berpe-
HAIOTCS pesKe, YeM MPU KOKHBIX T-kaeTounbix numdomax
(obuapy>xusatorcs npu cuaapome Cesapu B 40% cayua-
eB). Hanpumep, npu ITK-JIOL] myrauuu pb53 asasiorca
PEeIKHMMHM, TOTAA KaK MPHU arpeccuBHBIX popmax, TaKHMX
kax [TK-JAIBKKJI, tun ausxaux koHeuHoCTel, OHU BCTpe-
qatoTcs yaie U moryt coctaBasathb 10 40% cayuaes [45—
47]. B nacrosueii pabore y 60JbHOrO C MaTOreHHOU My-
ranueit rena /P55 B cBS3U C BO3PACTOM U COMATHYECKOM
NaTOJOrMEN [0 MOJLy9YeHUsI PE3YJIbTATOB MOJIEKYJISIPHO-

ro MCCJEI0OBAHUS MPOBOAMJIACH TEPANMs IO MPOrpamme
«CHOP», ongnako npoTuBoOIy X0/I€eBblil OTBET He ObLIT 10~
CTUTHYT, U AaJiee OTMEYAI0Ch HEIIPEPBIBHO PELIUANBUPY-
olllee TedyeHre 3a00IeBaHUs.

[Tpu BeIMOAHEHUM OHOPAKTOPHOrO aHAIU3A Al U/IEH-
tudukanun GakTOpoB pUCKA PA3BUTHUS PENUAMBA/TIPO-
rPECCUU BBISBJEHO, YTO HAJMYME MHOYKECTBEHHBIX OYa-
ros, Ki-67 > 50 % ne Biusiu Ha okasarenu 5-neraeit bPB
u BCB, B 1o Bpems kak nopaskeHne HU>KHUX KOHEYHOCTEN
npu scex popmax [TKBKJI umeno nebnaronpusruoe siau-
SIHUE, yBEeJINYMBAasi PUCK Pa3BUTHSI PELUANBA/IPOrPeCccun
Ha 34—40 %.

Takxum oopasom, [IKBKJI Bkarouaer neckonbko Ho3010-
rudeckux bOpM, Cpeiu KOTOPBIX BBIJESIOT UH0JEHTHBIE
(ITK-JIDOLL u TTK-JIM3) u arpeccusnbie 3abosnesanus.
OcHoBbIBasICh Ha JAaHHBIX PETPOCIEKTUBHOIO AHAJIN3A,
nas [TK-JIDLL u [TK-JIMS3 onpenenensr nokazanus K cre-
umbmqecxoﬁ Tepanuy, CpeAu BO3MOXXHBIX ONILUH KOTO-
poii o PeKTHBHO OBUIO NMpUMEHEHUE JLyIeBOH Tepanuu.
Boapueim [TK-ZIBKKJI Bcerna na moment Bepudmnkanum
AMarHo3a MPOBOAMIIM PA3JIMYHbIE CXEMbl XMMHUOTEPAIINU
BBU/y arpecCMBHOrO XapakTepa TedeHus 3aboJieBaHus,
cpenu KoOTOpbIXx Haubosbuieir 2¢gpdekTUBHOCTBIO OTIH-
yanace nporpamma «~mNHL-BFM-90», Ho neobxonumo
YYUTBIBATh HEOOJIBILYI0 BEIOOPKY OOJIBHBIX B HACTOSILLEM
uccaenoBanusa. [lpu ananuse maentudukanuum dakro-
POB HEBJATONPUSITHOrO TedeHUs 3a00IeBAHUST BBISBJIEHO
yBeJIMYEHUE PUCKA PA3BUTHUSI PELIMAUBA [IPU MIOPAsKEHUU
HMDKHUX KOHeuHocTed mnpu Bcex Bapuanrtax [IKBKJI.
Cymmupys nosyyeHHble JaHHbIE, CO3[AH AJITOPUTM TEPa-
nuun [TKBKJI (puc. 7), koropslit npumeHsieTcss B KIMHM-
YEeCKOM NMpaKTUKe.
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TEPAIIMY BOJbHBIX NEPBUYHOU TECTUKYIAPHON ANDDY3HOU
B-KJIETOYHOH KPYITHOKJIETOYHOU TUMOOMOU
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B PE3IOME

BeepeHue. MepenyHas TectukynspHas anddysHas B-kpynHoknetounas numdboma (MTOBKKIT) xapaktepuayetcs arpec-
CMBHbIM TEYEHWMEM M BbICOKOM Y4ACTOTOM PEeLMANBOB NPU MPUMEHEHUM CTAHAAPTHBIX NpoTokonos Tepanun. OcobeHHOCTbIO
MNTABKKJT sisnsetcs Boicokas TponHocTs k nopaxexuto LIHC.

Lenb: cpasHuts pesynstatsl nevenmns 6onbHbix MNTOBKKI1 no nssectHbim npotokonam u no npotokony «[M1T/1-2022»
Marepuansl u metoppbl. C 2006 no 2025 r. B ananus eknoyeHsl 54 6onbHbix MNTABKKJIT: 12 6onbHbix B npocnekTmeHyio
rpynny u 42 60nbHbIX B KOHTPOJbHYIO PETPOCMEKTUBHYIO FPynMYy.

Pesynbrarel. [Topaxetnne LUIHC B gebiote MTABKKJ1 B npocnektusHoit rpynne 6bino y 60 % 6onbHbIX, B peTpOCNeKTUBHOM
rpynne yactota BosneyeHms LUIHC HenssectHa. B obwen rpynne scex 54 6onbHbix MNTOBKKIT 6eccobbituittas Bbixueae-
mocTb (BCB) 1 obwas sbixnsaemocts (OB) coctasunu 20 u 29 % cootsetcteerHo. B petpocnektusHoi rpynne BCB 6bina
17 %, B npocnektueHoi rpynne 90 %, OB — 28 n 90 % cooteetcTBEHHO.

3akniouenue. [potokon «[1TJ1-2022» siensietcst BOCNPOM3BOANMBIM, 3P PEKTUBHBIM M HE30MACHBIM B PA3HBIX BO3PACTHbIX
rpynnax 6ombHbIX. YCTAHOBIEHO yryylleHne pe3ynsTatos neverHus no npotokony «MTJ1-2022» B rpynne BbICOKOro pucka.

Kntouesble cnosa: nepenuras TecTukynapHas aubdysHas B-kpynHoknetounas numdoma, npotokon «[11J1-2022», ayto-TICK, nbpytnhnb, neranmaomma
BnaropapHoCTb: aBTOPSI BHPAXAOT GIArOAAPHOCTL OHKONOTY XMMUMOTEPANEBTUYECKOTO OTAeneHus Kpaesoro kKnnHnieckoro ueHTpa oHkonormm Mitkim-
cTepcTsa 3npaBooxpareHus Xabaposckoro kpas Kanuy Butanuio Cepreesundy 3a npenoctasnenme COBCTBEHHbIX 4AHHbIX, UCMONb30BAHHbIX NPU NMOATOTOB-
Ke HacToawen nybakaumm.

KoHnukT nHTepecos: asTops 305B1910T 06 OTCYTCTBUM KOHGMMKTA MHTEPECOB.

DuHaHcUpoBaHMe: paboTa He MMENA CNOHCOPCKOM NOAAEPXKM.

Ansa umtnposanus: Koponesa 1A, 3sorkos E.E, Maromeposa AY, LLeuosa O.0., baamaxanosa 1.C., fabeesa H.I, Tybkun A.B., Tutensaon E.C., Man-
racaposa 4.K., Tanctan M., Hukynuna E.E., Bugepman B.B., Cyaapukos Ab., Kospurina A.M., O6yxosa T.H., Kynukos C.M., Maposuynmkosa E.H. Knnnunko-
MOPHONOTUYECKUIA AHAMM3 W OLEHKA PE3yNbTATOB Tepanuu BOsbHEIX NEPBUYHON TECTUKYNAPHON ANDOY3HON B-KNeTOUHON KPYNHOKNETOYHOR NMMPOMON.
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CLINICAL AND MORPHOLOGICAL ANALYSIS AND EVALUATION
OF TREATMENT RESULTS OF PATIENTS WITH PRIMARY TESTICULAR
DIFFUSE LARGE B-CELL LYMPHOMA

Koroleva D.A.", Zvonkov E.E.", Magomedova A.U.', Shchetsova O.0.!, Badmazhapova D.S., Gabeeva N.G.!, Gubkin AV.?, Gitelzon E.S.',
Mangasarova Y.K.!, Galstyan G.M.!, Nikulina E.E.", Biderman B.V.", Sudarikov A.B.", Kovrigina A.M.!, Obukhova T.N.!, Kulikov S.M.!,
Parovichnikova E.N.

"National Medical Research Center for Hematology, 125167, Moscow, Russian Federation
2Moscow Clinical Research Center named after A.S. Loginova, 111123, Moscow, Russian Federation

BN ABSTRACT

Introduction. Primary testicular diffuse large B-cell lymphoma (PT-DLBCL) is characterized by an aggressive course and a
high relapse rate when using standard therapy protocols. A feature of PT-DLBCL is its high tropism for central nervous system
damage.

Aim: to compare the treatment outcomes of patients with PT-DLBCL treated with known protocols and according to the “PTL-
2022" protocol.

Materials and Methods. From 2006 to 2025, 54 patients with PT-DLBCL were included in the analysis: 12 patients in the
prospective group and 42 patients in the retrospective control group.

Results. CNS involvement at the onset of PT-DLBCL in the prospective group was present in 60 % of patients, in the retro-
spective group the frequency of CNS involvement is unknown. In the entire group of all 54 patients with PT-DLBCL, event-free
survival (EFS) and overall survival (OS) were 20 % and 29 %, respectively. In the retrospective group, EFS was 17%, in the
prospective group 90 %, OS — 28 % and 90 %, respectively.

Conclusion. The “PTL-2022" protocol is reproducible, effective and safe in different age groups of patients. An improvement
of treatment outcomes with the “PTL-2022" protocol was established in the high-risk group.

Keywords: primary testicular diffuse large B-cell lymphoma, protocol “PTL-2022", auto-HCT, ibrutinib, lenalidomide
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BBenenue

[lepsuunas rtectukynsipnas auddysuas B-kpynno-
knerounas mumdoma (ITTIABKKJI) — peaxas skcrpano-
AanabHast TMM@aTHIeCcKas OILyXO0Jb, XapaKTepPH3y LA sICsI
arpecCHBHBIM T€YEHMEM U BBICOKOM 4aCTOTOM penuauBOB
NpU NPUMEHEHUM CTAaHJAPTHBIX IPOTOKOJIOB XMMHUOTE-
panuu (XT) [1]. Hdaa ITTABKKJI xapakrepus! Boicokas
TponHOCTH K LeHTpasabHoi HepBHOM cucteme (LIHC), ko-
TOpasi NPOSIBJISIETCS MOPA’KEHUEM BELIECTBA T'OJOBHOIO
mosra uau Herpoaeikemueit [2]. [lpn nanmuum npusna-
KOB OILyXOJIEBOTO MOPA’KEHMsI BELECTBA FOJOBHOTO MO3ra

MO JaHHBIM MarHUTHO-pe3oHaHcHoi Tomorpaduu (MPT)
nau oOHAPY KEHUHU OILyXOJIEBBIX KJIETOK B CIIMHHOMOSIO-
Boit skuakoctn (CMIK) npu nmronormueckom wmccmeno-
Banun auarHocrtuka sossedenus LIHC npencrasnserca
HecsaoxkHONH. OQHAKO BO3MOXHO CKPBITOE I[OpakKeHUe
LIHC, ne perextupyemoe pyTHHHBIMU METOAAMU, NPE/-
[OJIOXKUTH KOTOPOE BO3MOKHO TOJIBKO IIPU Pa3BUTUM pPe-
nuausa B LIHC nocne nevenns [3].

Maunoe xonmuectso omyxosnesbix kiaerok B CMIK
npu [ITABKKJI wacro ne onpepenmmo npu nuronornyve-
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ckom mccsenoBanuu. MeToabl MHOrOLBETHOM POTOYHON
uuropayopumerpun (MITLL) u monexynspho-renernye-
ckoro ananuaa CMOK (nerexumnsa myranuii 8 rene /' YDSS,
aHaau3 CBOOOIHOM OILyXOJIEBOH 1e30KCHPUOOHYKJIENHO-
Boit kucaorel (co/I[HK)) nossonsior ysennunrs wacrory
soisBiaenus nopaxxenus: LIHC npu [ITABKKJI B nebrore,
OJIHAKO MaJIOAOCTYIIHBI U HEIPUMEHN MBI B TIOBCEHEBHOMN
npaxtuke [4]. Takum obpasom, nocrosepHas yacrora co-
getannoro nopaxxenus: ssmaexk u [IHC npu ITTABKKJI
B HacToOsilee Bpemsl HensBecTHa. Hemoouenka nexopnoro
onyxouaesoro nopaxxenust [IHC npu ITTABKKJI npuso-
AUT K Tsi>keabim nocaeacrsusim. Venonaszosanue opxudy-
nukosnokromuu (0OJ), obiyueHne KOHTpajaTepaJbHOrO
anuka nam nposeaenue xumuorepanuu (XT) mo cran-
Aapram JedeHUsl HOJAJbHBIX aHaJoros auddysHOM
B-kserounoit kpynuokaerounoit mumdomsr (IBKKJI)
He T03BOJISIOT NPO(HUIAKTHPOBATD PELUANBLI IPU CKPbI-
trom nopasxenuu LIHC [5]. He paspaborana B nacrosimee
BpEMS U Tepamnus MpU AOKA3aHHOM IOPA’KEHUM BELLECT-
Ba rosnosnoro moara npu [ITIBKKJI. Ilposenenue mom-
GasIbHBIX MYHKLMI ¢ BBEAEHHWEM TPEX LUTOCTATUYECKUX
npenaparoB npu npumeHeHun cranpaprtHoit XT takoke
He rapaHTupyer anureasHoi cananuu CMIK [6].

Ucropuueckn noaxonst k seuvenuro [ITABKKII pas-
BuBasuchk ot BbinosHenus OO, snyuesoit tepanuu (JIT)
no XT u komMOMHUpOBaHHBIX MOAXOAOB, OOBEAMHSIIO-
LUX XUPYPrUYECKYI U XUMHUOJLydeBylo cTpareruu [0].
IIpumenenue Tonbko xupyprudeckoii raktuku u JI'T no-
Kasasno HebsaronpusitHble pesayabrarbl. Menuana Gec-
nporpeccusnoii Boikuaemoctu (BIIB) Toabko mnocse
soinosHenuss OO He npesbiuana 12 mec. [6]. danuse
no npumenenuio JIT xax exnuHcrBeHHOrO MeTONA JIeYeHU S
nocae OO orpaHuueHbl €AMHUYHBIMU HAOIIOAEHUSIMU
C HEYOBJIETBOPUTEAbHBIMU pedyabratamu [7]. B nacros-
11ee BpeMsi pOCCUIICK e U 3apyOeskHble pekomeHanum [8,
9] npennarator xkombunuposanubiii nogxon — 03, XT
no nporpamme «R-CHOP»/«R-DA-EPOCH>» ¢ unrerpa-
umreil merorpexcara B Bolcoknx nosax u JIT na xonrpa-
JarepasbHOe iMYKO. VlcnosbzoBanue naHHOM cTpareruw,
0COGEHHO y GOJIBHBIX C PacCIpOCTPAHEHHBIMHU CTAAUSAMU
saboseBanus, nossossier goctuub 30% 10-nmerneit Gecco-
6brTuitnoit Beiskusaemoctu (BCB) [6]. [lpumenenue un-
TeHCUBHOI GsokoBoit nporpammbt «/JIBKKJI-LTHC-2007>
B OI'BY «HMMUILI remaronorun» Munsapasa Poccun
M3HAYAJIbHO IIOKa3aJI0 BBICOKYIO0 3((PEeKTUBHOCTD Jeue-
nus 6onbuabix [ITABKKJI [10]. Ognako npu otnanennbix
cpokax Habmonenus y 54 % 6onbHbIX OBLIIO OTMEUEHO Pas-
BUTHE MO3/AHUX PELIUAMBOB 3a001€eBaHUsL.

[lpumenenue raprernoii tepanuu (MHrUOGUTOPBI TH-
(BTK) u BCL-2 (B-Cell

Leukemia/Lymphoma-2), ummynomonynaropos, wunru-

posuHkuHasel  bpyrona
OGUTOPOB KOHTPOJIBHBIX TOYEK M T.J.) bOucrnenudpuyeckux
aHTUTEJ M KJIETOYHOH Tepanuu (repanus T-kiaerkamu
C MCNOJIb30BAHMEM XMMEPHOTO AHTUTEHHOI'O PELENTOopa
(CAR-T), ycoBepuieHCTBOBaHHBIE TEXHOJIOIMU IPOBEE-

HUSI TPAHCIUIAHTALMM AJUIOPEHHBIX T'eMOMNOITUYECKUX
crBosoBbix kiaetok (amno-TI'CK)) mnoxasano Beicokyro
a2 deKTUBHOCTb NPU HOAANBHBIX U OKCTPAHOAATLHBIX
ABKKJI [11-16]. Ecrp ycnexu B sneyeHun nepBHUYHOM
nuddysnoit B-kaerounoit kpynHokseTouHoi num¢ombI
(ITABKKJI) IIHC kak B nepBoil auHMM Tepamuu, Tak
v npu peunausax [17-23]. B cBsasu ¢ orpannyeHHbImM npu-
menenuem apdexTusHOCTb 10N Tepanuu ass [TTABKKJI
He sICHa, XOTSl eCTb BCe OCHOBAHWS JIJIsl UCMOJb30BAHUS
TapreTHOM M KJETOYHOI Tepanuu AJsi JaHHOW IpyMIIbI
GOJIBHBIX, yYUTHIBAsl BO3MOXXHOCTb €€ MPOHUKHOBEHMSI
yepes remarosHuedannueckuii (I'OB) u remarorectuky-
asipubiii 6apoepst (I'TH) [24].

Takum obpazom,
6oapubix [ITABKKJI ne paspaGorana. Buibop cxe-

MbI TE€panuru dYalge BCEro O6yCIIOBIIeH BO3MOXXHOCTAMM

ornnTumMmaJibHasi TaKTUKaA JI€YCHUd

u npeanourenusamu spadeit. [loaTomy Heobxopuma pas-
paborka nporpammbl JedeHus, 3¢pdeKTUBHON He TOJIb-
ko ans tepanuu [ITABKKJI, o u crnocobnoit ycrpa-
nute nopaskenue LIHC. Paspaborka noBoro mporokosa
neuenusi «[1TJI-2022», ocHoBanHOro Ha codyetaHuUuu X1
Y TApreTHOM Tepamuy, a TaK)Ke MPOBENEHUU BBICOKOL03-
HOI KOHCOJIMJALVU C UCIIOJb30BAHUEM PEKUMOB KOH/IH-
nuonuposanus, anagornuneix [IJIBKKJI ITHC, 6bina
HampaB/leHa Ha AO0CTHOKeHMe oTux wnesed. OCHOBHBIM
OPUHIUIIOM TPOTOKOJNa siBusnach uHteHcuduramms XT
C MHTEerpanueil TAPreTHBIX MPENapaToB, YYUTHIBAsL OCO-
6ennoctu moaexyaspuoro npoduis [1TABKKJI. Cxemsr
NPOTOKOJIA MPEACTABIEHBl Ha pucyHke 1 (cm. pomosHu-
TesnbHbIA MaTepuan). [lns GonbHbix B Bospacrte fo 65 ner
B KavyeCTBE MHAYKLUUM PEMHCCHUM MCIOJIb30BAJH IIPO-
rpammy «R-mNHL-BFM-90» ¢ Bxuouenuem ubpyTn-
Huba u snenanupomuna. [lpu BbiABAEHMM coyeTaHHOrO
napenxumaroanoro sosiedenuss LIHC 6buin sanmerso-
BaHbl 0ocHOBHbIe npuHnuns! ud tepanuu [IJIBKKJI LITHC
C yBeJIMYEeHHMEM /103bl MeTOoTpekcara iAo 3,5 r/m” u BKJIIO-
yeHueM B nporpammy npokapbasuna [25]. [lnsa Gonbubix
MostoKe 65 sler B mporpammy JiedeHUsl BKJIIOYAJIHU TPAHC-
MJIAHTALMIO &Y TOJOTMIHBIX F€MOIIOATUIECKUX CTBOIOBBIX
kiaerok (ayto-TI'CK) ¢ pexxumamun konanumnonnposanus
C HCHOJIb30BAHUEM MPENapaTos, 00IaAaI0IMX CIIOCOOHO-
crbio npouukars uepes ['OB, I'TB (rnorena, kapmycrus,
6ycynbdan, nukaobochamun). das nosxxkunapix 60abHbIX
uOpy TMHUG 1 TeHaINIOMU A ObLIM MHTEIPUPOBAHBI B ITPO-
rpammy «R-CHOP», a npu Bosneyennu [ITHC x neyenuro
106aBISIIM MHIMOUTOPBI KOHTPOJIBHBIX TOYEK.

Ilesnsro nanHOro mccienoBaHus OBLIO CpaBHEHUE pe-
syabraros jedenus conbubix [ITABKKJI no ussecrunim
nporokosnam u no nporokosy «[1TJI-2022».

Marepuaibr 1 meTonsl

B ananus Obuin Braodensl 54 Goapabix TTTABKKUJI,
KOTOPBbIM IPOBOAMJIM JIEYEHHE MO PAa3JIUYHBIM IPOTO-
kosam B nepuop ¢ 2006 mo 2025 rr. Mcnsityemyro npo-
cniekTuBHYy10 rpymnny coctasuan 12 (22 %) GonbHbIX, KO-
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TOpbIM mpoBoausM JedeHue 1o nporokomy «[1TJI-20225.
IIpoTokosn ObLT yTBEp>KAEH JIOKAJIBHBIM STUYECKHUM KO-
murerom DI'BY «HMMUILL remaronormn» Munsnpasa
Poccun Ne 174 or 28.09.2023. Bce Gosbuble mopmucanmn
no6poBosIbHOE NHPOPMUPOBAHHOE COIIACHE MTEPe/] BKIIIO-
4YeHUeM B NMPOTOKOJ ucciaepoBanus. [lonpoGHbrii anro-
pUTM 0bCJieloBaHUSI TMPEACTABAEH B AONOJHUTE]IbHOM
martepuasie. KOHTpONBHYI0 PpeTpOCHEKTHBHYIO TIpymILy
cocraBunu 42 (78 %) GonbHBIX, JEUeHBIX MO Pa3JIUYHBIM
nporokosam. Kuamnuko-mopdosornueckne xapaxrepu-
CTUKM OOJIbHBIX HpejcTaBieHbl B Tabaune 1 (cm. ponos-
HUTEJbHBIA MaTepHa).

[na ycranosnenus npuarnosa B 49 (91 %) us 54 cayua-
es BoinosHsin OO, y 3 (5%) 6oapHBIX TPOBEN GHONICHIO
aumgarnueckoro yanaa, y 1 (2%) — core-6uoncuro smuka,
v 1 (2%) — 6uoncuro markux tkauneii uepena. B 51 (94 %)
u3 54 caydaes IO AAHHBIM I'MCTOJIOIMYECKOrO U UMMy HO-
rMCTOXMMUYECKOro MccaeqoBaHui Obl1 Bepudunmuposan
nuarnos [JIBKKJIL. B 3 (56 %) us 54 cayuaes 6b11 ycranos-
nen auaruos tpancdopmanuu mumpOMBI U3 KJIETOK Map-
runasbhoii sousl B [IBKKJI (7 = 1) u numdomsr Beicokoit

CTEeNeH! Hecneund)HquOBaHHoix’I

(n=2).

[{uTtorenetnueckoe uccienosanue metopom diyopec-
LHEeHTHON rubpuausanuu (n Jiliu ObUIO BbINONHEHO y 22
(40%) us 54 6oabubix. Hanbosee yacTeimu XxpomocomHbI-

3JI0KAYeCTBEHHOCTH,

mu abeppanuamu sisasiiuck rpucomus 18 (36 %), nonauco-
mus 3 (27 %), nonucomus 18 (23 %), nonucomus 8 (23 %).
Y 3 (14 %) ns 22 60apHBIX ObLIA BBISIBIEHA TPAHCIOKALMUS
rena BCLG6, y 1 (4%) Tpancnokauus rena c-Myc v B 1 cay-
gae (4 %) ObLIM BBISIBJIEHBI COYETAHHBIE TPAHCJIOKAIIUY Te-
nos BCL6/c-Myc (double-hit numdoma).

AHnanuns Ha Haaumune myTtaunii B renax /Y D88 (L265P)
u 7P55 Gwein nposenen toabko y 14 (25%) u 18 (33 %)
u3 54 Gonbubix coorsercrBenHo. Myrauuu L265P B rene
MYDES 6p11m BoisiBnenst y 8 (57 %) us 14 GonbubIx, B TOM
ancie B 1 caysae B CMJK npu passurum peumpusa
B LIHC. Myrauuu B rene 7P55 Golinu BoisiBiienst B 6 (33 %)
cayuasx: 4 — B pebore n 2 — npu peunause 3abouie-
BaHUs.

Bosneuenne LIHC onpepensnu no pesyabraram wuc-
ciaenmoBannii CMJK u manaeim MPT ronosHoro moasra.
W3 12 6onpubix npocnextusnoit rpynnsl MPT ronosno-
ro mMoara v JilombaJibHble IyHKIMH Oblau BbinosaHensl y 10
(83 %) GonbHbIX, y 2 GonbHbIx 06caenoBanne LIHC e npo-
BOJMJIM, HO JIEYEHUE OCYILECTBISIN COMVIACHO IIPOTOKOJLY
«I1TJI-2022» B npyrux yupexaenusx. Bosiaeuenune LIHC
6b110 BoIsiBsIeHO y 6 (60 %) 13 10 06cnenoBanHbIX GONBHBIX
(I — ¢ nopaxeHuem BeleCTBA FOJIOBHOIO MO3ra, 5 — Hell-
pouneiikemus). Heliponeiikemus 6bu1a nuarnoctTupoBaHa
no peayabraram MIILL krerox CMIK (2 = 3) u monexy-
aspHo-reHetrnaeckoro uccnenosanus CMIK na nanuume
myTanuu L265P B rene MYDSS (n = 2). Tonavko y 1 Gonb-
HOTO C IOKa3aHHOU HelpoJieliKkeMuen ObLJI BBISIBJIEH TTOBBI-
meHHbrd uto3 B8 CM K.
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B xourpoasnoit rpynne MPT ronosnoro mosra u mrom-
GanbHble myHKuuu BeimosHeHsl y 17 (40%) u 18 (42 %)
u3 42 Gonpubix coorsercTBenHo. [lopaskenne LIHC B ne-
Orore sabosneBaHusT B TOM NoOArpymnme ObLIO yCTaHOBIIE-
Ho y 4 (22%) na 18 obcnenosannubix Gonpubix (I — na-
3 —
Heix’lponeﬁxemylﬂ B JJAHHOU MoArpyIme ObLJIa TUATHOCTU-
posana no ganasim MIITLL knerok CMK (2 = 2) 1 mosne-

KynsipHo-reHetndeckoro uccaenosanuss CMIK na nann-

PEHXMMATO3HOE IOpakeHue, Helposlefikemus).

qre B-KkiIleTOYHOI KJIOHAJIBHOCTH IO T€HAM TSIXKEJIOH e
ummyHorno0yauHos (1 = 1).

MmmyHOXMMHMYECKOE HCCIIeJ0BAHUE CBIBOPOTKM KPO-
BU U Mouu Ob10 nposeneno y 27 (50%) us 54 6onbHbIX.
MonoxksionanbHas cexpenus: Obuia BeisiBaeHa y 6 (22 %)
ua 27 6onpusix: Mk 6,7 r/n u MA 6,1 r/n — 1; Benc-»xonc
% 0,1 o/n — 1; cremoBast G®x — 2; MA 5 1/n u cienoBas
Benc-/Isxonc A — 1; cneposass Mk — 1. Cpennuit Bospacr
GOJIBHBIX C HAJIMYMEM MOHOKJIOHAJBHON CEeKPELMH COCTa-
Bus 61,8 rona (ot 53 no 69 ser).

Ilpu cpaBHeHMM HCHBITYyeMOW M KOHTPOJIBHOM IPYIII
YCTaHOBJIEHO, YTO B MCIIBITYeMOH rpynme ObL1o Gosbliee
aucso caydaes ¢ 1V cranueit sabonesanusa (84 % nporus
44 %), ¢ bompIMU pasmepamu onyxonn (58% nporus
35%) u BoBneuenus LIHC B nebrore (60% nporus 22 %).
YuureiBas, 4TO B KOHTPOJIBHOW TpyIINe MEePBUYHAS AM-
arnoctuka nopaskenus: [ITHC nposoaunace aums B 42 %
CJLy4aeB, BO3MO>KHO, Y 4aCTH OOJIBHBIX MCXO[HOE BOBJIEYE-
Huye ObLJIO He AMATHOCTUPOBaHO. B KoHTposbHOM rpynne
Obl1a OoTMeveHa OoJiee BBICOKAs aKTUBHOCTH ChIBOPOTOY-
Hoit nakraraernaporenasel (JIJII') — cpennee snauenne
cocrasuso 694,2 En/n nporus 342,3 En/n B uccnenyemoi
rpymre.

Y 5 9%) us 54 6oapubix nocae O pmanbHeiiniee Je-
yenue He nposopguaun. B 49 (91 %) us 54 cayuaes nmocise
ycranosnenus auarnosa [ITABKKIJI semmonusnu XT
B kombunauuu ¢ JIT unu Ges nee. B konrposasnoit rpyn-
ne 6oabHBIX 6bLIO TpUMeHeHO 14 pasiIMuUHBIX BAPMAHTOB
aeuenus:: or «R-CHOP» u CHOP-nopo6Gueix nmporpamm
no unreHcuBHbix cxem Jjedenus. JIT Gwvia mpumenena
toasko y 5 (9%) us 42 Goapusix. Hu B ognom ciyuae
B NEPBOMN JIMHUM TEPAINUU [/ KOHTPOJIBHOM MOArPYIIIIbI
Gonbubix He npumensau ayto-TT'CK. Cxembr XT npen-
CTaBJIEHBI HA PUCYHKe 2 (CM. JOMIOJHUTENBHBINA MaTepua).
YuursiBas muoroobpasue kombunauuii XT pns 60apHbIX
IITABKKJIL, npoBoauTh oTaenbHbIM aHAIN3 KaXKAOTO Ba-
PpYIAHTA JIEYeHUsT HE IIPELOCTABIISIIOCh BO3SMOYKHBIM.

C Lesblo OLIEHKU pe3ysIbTaTOB JedeHUsl OblLIM Bblaese-
uel 4 noarpynmnel Gonpubix [ITABKKJI B saBucumoctu
or Bapuanra tepanuu: | — 6e3 XT (2 = 5, 9%), 2 — XT
6e3 merorpekcara (7 = 11, 21 %), 3 — XT c Bxuouenuem
mertorpekcara (n = 26, 48 %), 4 — nporoxon «I1TJI-2022»
(n =12, 22 %).

Cmamucemuueckuit ananus. Ilpu ouenke nokasareneit
BbDKUBaemocTu meropom Kannana — Meiiepa ¢ ncnous-
3oBaHuem cratuctudeckoro nakera «|BM SPSS Statistics»
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sBpems s BCB paccunrteiBanu oT Hauana sedeHus 10 J10-
6oro cobbiTusa (peuuanBs, Nporpeccus, CMEPTb OT JIOOBIX
npuuunH), Bpems obuieii Beiskusaemoctu (OB) paccunTsr-
BaJIM OT HadvaJla JEeYeHUs /10 CMEPTU OT JIOOBIX MPHYMH.
[Tonnyto pemuccuio (I1P) ycranasamsanm npu orcyrer-
BUU JIaHHBIX 3a HaJu4Me 3a00JIeBaHUs IO Pe3ysbTaTam
komnbioteproit  Tomorpaduu (KT) wau nosurponno-
amuccuonnoit Tomorpaduu ¢ 18F-bropresoxcurmokosoii
(I8F-@AI" TI9T/KT). Pedpaxreprnocts ycranaBausa-
JV NpU OTCYTCTBUM NPOTHBOOILYXOJIEBOrO OTBETA, MPO-
rpeccuo — npu yBeandenun onyxouau Ha 50% u Gosee
WJIM [IPY MOSIBJIEHUM HOBBIX o4aroB. Penuaus nuarnocru-
POBAJIM IIPU MOSIBJIEHUU HOBBIX OILY XOJIEBBIX OYATr0B MOCJIE
noctuskenus: 1P zabonesanus. Ananus nposeseH no co-
crosHuio AanHbix Ha 9 anpens 2025 r. Y 3 GonbHbIx faH-
Hble OBLIM LEH3yPUPOBAHBI MO JATe MOCJIEHEr0 BU3UTA
(naHHBIX IpH NOC/IEAYOLIEM HADIIONEHUY HET).

Peaynprars:

B o6weit rpynne Goapubix [TTIBKKJI nepuon nabro-
nenust cocrasua ¢ 2006 mo 2025 r. Ananus pesynbratos
Tepanuy rpy bl IPOBOAMIICS B OTAEIBHBIX 4 MOATpyIIIax
B 3aBUCHMOCTH OT BAPUAHTA JIEUEHUsI: KOHTPOJIbHBIE MO~
rpynnst (1 — 6es XT, 2 — XT Ges merorpexcara, 3 — XT
C BKJIIOYEHUEM METOTpeKcara) u | ucneiTyemas moarpym-
na 6oapHbx (4 — nporokon «I1TJI-2022). Pesynprarer Te-
panuu npejacTasjeHbl B Tabauie 2 (CM. JOMOJTHUTETbHBIN
marepuad).

B nepsoii kontpossHoit noarpynmne y 5 (9 %) ua 54 6oub-
upix ¢ [E (2 =4) u lIE (7 = 1) cranueii sabonesanus no Ann
Arbor [26] nocne O3 B nocaenyomem He nposoauan X 1:
B 4 ciayuasx Obula BoiOpana HabsopaTesnbHast TAKTHUKA
u 1 Gonbnomy nposenena JIT. YV Bcex 5 GonbubIX passui-
cst penuans 3aboseBanus. Y 4 GOJbHBIX B pasHble CPOKHU
nociae OD GBI AMATHOCTUPOBAH PELUAMB 3a00JeBaAHUS:
1 — uepes rox B HagnmoueuHuku, | — mocsenoBaTEIBLHO
B KOHTpaJaTepaJibHOE IMYKO uepes b et n yepes 2 ropa pe-
nunus B [IHC, 1 — uepes rox B naxosbie numdarnueckue
Y3JIbl, MOYETOUHHUK, IOYKY U HAAIOYEIHUK, | — uepes rox
C Mopa’keHMeM MaxXOBbIX, O/IB3AOMHbIX, Oe/[PEeHHBIX, O/
MBIIIEYHBIX Y HOSICHUYIHBIX JUMMATUUECKUX Y3JI0B, MSIT-
KMX TKaHel, KOXXH1 MPaBOi HU>XHEeH KOHeUHOCTU U obenx
nouek. Y GOJTBHOrO, KOTOPOMY Oblia MPOBEAEHA TOJIBKO
JIT, uepes ron Gbl KOHCTATMPOBAH peLUAUB 3a00JeBaHUSI
c sosaevernuem [ [HC. Ha momenT ananusa Bce 5 60abHBIX
ymepau: 3 — or nporpeccun zaboseBanus, 1| — or co-
nyrcrBytowei narosoruu u 1 — B [1P uepes mecsn nocue
sasepuienust XT or HoBo# kKoponaBupycHOl mHbexkUHU.
BCB u OB s a70ii rpynne 6onbubix coctasuma 0%.

Bo Bropoit xourponsnoit moarpynme y 11 (21 %)
u3 54 6onpabx ¢ IE (3), IIE (3) u IV (5) crapueii sabonesa-
Hus no Ann Arbor [26] npumenssiu nporpammer Tepanuu
6es Brmouenus merorpekcara (CHOP-nonobubie cxempr,
«R-CHOP») ¢ unu 6e3 JIT (1). Tpoe (27 %) us 11 Gonbubix

yMepJiM Ipu NPOBEAEHUHN NMEePBOro Kypca MHAYKIMU pe-

muccum o nporpamme «R-CHOP» (I — ocrpsriit xopo-
HapHbIA cuHApoMm, | — centmyeckuit wok, 1 — mexom-
nencanus caxapaoro quabera). Y 2 (18 %) us 11 6onbabIX
6bLIO pesucTeHTHOE TeyeHue 3abosesanus, y 1 6ombHOrO
Ha MOMEHT aHaIu3a JAaHHBIX KOHCTATHPOBAaHA AAJbHEH-
mwas nporpeccusi 3abosieBaHUsI U MPOBOAUTCS CAEPKH-
BaloIlas Tepamnus, y BTOPoro GosasHoro mocturnyrta 1P
nocse antn-CD19 CAR-T-xknerounoit repanuu (cpox Ha-
6nropenus 13 mec.). ¥ 1 (9%) us 11 6onbubix yepes 4 rona
OBLI KOHCTATHPOBAH PELUAMB 3a00JIEBAHMS C IOPa’ke-
nuem LIHC, Bcnencreue koroporo on ymep. Isoe (18%)
u3 11 6onbubix ymepau B [1P ot conyrcrsyromeit narosno-
ruu. Opun (9 %) 6oabHON HegoCTyNEH A AAIbHEHIIEro
HabsoeHNsT 1 ObUI LEEeH3yPUPOBAH Ha MOMEHT MOCJIE[-
Hero Busuta B suBape 2024 r. Ha momenT nmybaukanun
AAHHBIX HOCTOBEPHO >KUBbI 0€3 PU3HAKOB IIporpeccuu 3
(27 %) ns 11 6onbubIx, cpeaHuii cpok HabaopeHus — 35,6
(o1 29 no 41) mec. BCB u OB B ar0ii rpynmne 6oabHbIX CO-
crasuaa 16 u 22 % coorsercrBenHoO.

B rtperbeit kourTposbHOi moarpynme y 26 (48%)
us 54 6onpnwx ¢ 1E (10), IIE (1), IIIE (1) u IV (14) cra-
nueii sabosnesanus no Ann Arbor [26] nposoguau repa-
MUI0 C BKJIIOYeHHEM MeToTpekcara B o3ax ot 1 no 3,5 r/m?
6es nu ¢ JIT (3). ¥ 10 (38 %) us 26 GonbHBIX GOblIA MO-
crurnyra 1P, us Hux na momeHT myGaMKanMM JaHHBIX
8 >kuBbl Oe3 mpusHakoB 3aboseBaHus, 2 — HEJOCTYIHBI
AJISL JasibHeiero HabJIoAeHUsT U OblIN LIeH3y PUPOBaHbI
Ha MOMeHT mocJenHero Busura B uiose 2016 r. u anpese
2021 . ¥V 6 (23%) uz 26 60bHBIX OBIJIO KOHCTATUPOBA-
HO pe3ucTeHTHOe TeueHUe 3aboneBanus, ua uux 5 (83 %)
ymepau ot nporpeccuu, oaus >xkus B [IP. ¥V 10 (38 %)
13 26 6oJbHBIX OBl AMATHOCTUPOBAH peluauB 3aboseBa-
uus, B 3 (30 %) cayuasx c nopaxennem LIHC. Ns 10 60516~
HBIX C penuanBom 3abosesanus >kusbl B [IP 4 — nocue
anno-TI'CK (2), nocne npumenenus Gucnenuduueckoro
anturena rinopuramaba (2), 5 — ymepau ot nporpeccuu
sabonesanus, u 1 GonbHOMY B HacCTOslliee BpeMSsl TTPOBO-
AMTCS Tepanus BToporo peuuamsa. Ha momenT ananmnsa
JAHHBIX [IOCTOBEPHO >KUBbI 0€3 NMPU3HAKOB MPOTPeCcCUU
13 (609%) ns 26 GonbHbBIX, CpeHUI CPOK HAOIIOAEHUS CO-
crasuia 83 (ot 24 no 192) mec. BCB u OB B aroit rpynmne
6onbHBIX coctaBunau 22 u 43 % coorBeTcTBEHHO.

B uerseproii ucneityemoii rpynne us 12 6oapHbIX, KO-
TOpbIM npoBoAMM Tepanuio 1o nporokoxy «[1TJI-2022»,
[IBOMM OOJIbHBIM Tepanus NPOBOJAUJIACH B PETMOHATBHBIX
neuebubix yupexaenusx, 10 — s DI'BY <HMMUL] remaro-
aorun» Munsapasa Poccun. Vcnbityemas rpynna 6bu1a
pasjiesieHa Ha 3 KOrOPThI B 3aBUCMMOCTH OT BO3pacTa 00J1b-
ueix. K nepsoii koropte 6b11u otecenst 4 (33 %) Gonbubix
no 55 ner ¢ 1V crapueii sabonesanus. M3 4 6onpubix nep-
Boii rpynnel Bossedenue LIHC 6bu10 BorsiBaeno B 2 (60 %)
Ccy4dasx: 1 — HeMpoJIeKeMU sl 110 JaHHbIM 06Hapy>KeHH51
myranuu L2656P B rene /Y DSS B renomuoint JJTHK CMOK,
2 — nopaskeHue BeLIECTBA FOJIOBHOTO mMo3ra. ¥ 6osbHOro
¢ couetaHHbIM nopakennem npasoro suuka u [LITHC nosa
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MeTOoTpekcaTa Oblia ysenuuena no 3,5 r/m?, u B nporpam-
My ObL1 BKJIIOYeH mpokapbasu ¢ l-ro no 8-if nenp kax-
noro kypca XT. B 6uonrare onyxonmun LIHC u co/IHK
CBIBOPOTKM KPOBH Yy J@HHOTO OOJIBHOrO Oblia BbISBJEHA
myranus L266P B rene /Y DSS. Ilpu kontponsHom uccie-
nosanuu co/lHK myrauusa L265P B rene M YDSS ne onpe-
nenstace nocae 2-ro kypca XT. Ilocne 3 xypcos XT
y 6oabHOro 66112 nOCcTUrHYTA noaHas [1OT- 1 MOB (mu-
HUMaJbHasl OCTaTOYHAasi OOJIe3Hb) HeraTUBHAs PEMUCCHSL.
N3 4 6onbubix B 2 cayuasx (50%) Oblin BhIABIEHBI My-
tanuu B rene /P55, Vlngyknuonnast nporpamma Tepamnnm
HOJTHOCTBIO Oblia BbinosiHeHa y 2 GonbHbiX. B 2 cnyuasx
B CBSI3U C PA3BUTHEM TSI>KeJbIX MHPEKIIMOHHBIX OCJIOM He-
nuit (1 — cencuc, BosBauubiit K. preumoniae, 1 — nucre-
PUO3HBIA CENCUC, MEHUHTUT) JiedeHUe ObLIO [edCKaIupo-
BaHo 10 3 kypcos XT. B nacrosmee Bpems Bce 4 GonbHbIX
MOJIHOCTHIO 3aBepiunsy tepanuio. [Ipu cpeanem cpoke Ha-
6monenust 16 (ot 1 no 37) mec. y Bcex 4 6onbHbIX cOXpaHsi-
ercs [1P 3abonesanus.

Ko BTopoii koropre ncmbITye MO rpy bl ObLIM OTHECEHBI
4 (33 %) 60oabubix [ITABKKJI B BO3pacte ot 56 no 65 ner
cIE (1) u IV (3) crapusmu saboneparus. 13 4 6onbubIxX
y 2 6buta BoisiBaena neiipoaeiikemus (I — no ganHbIM
ummynodenorunuposanus kiaerok CMIK, 1 — nanuuue
myTanuu L265P B rene MYDSS). Y 1 us 4 6onbubix 6p11m
BBISIBJIEHBI 2 IATOTEHHBbIE MyTAalUHU B 8-M OK30HE TIeHa
P55 p.R267W u p.L289F ¢ annensHoit narpyskoit 7 %.
B 1 ciayuae y 601bHOrO ¢ BOBJI€Y€HMEM KOCTHOTO MO3ra
B CBSI3U C COXPAHSIOLUMCS IIOPAXKEHUEM OCIIE 2-X Kyp-
coB XT 3 uuksa Tepanuu 6bu1 MpoBeseH Mo NMporpamme
«R-DHAP>. B cBsasu ¢ neaddextusnoit mobunusanueit
reMOIOdTUYECKHX CTBOJIOBBIX KJIETOK y AAHHOTO OOJIBHO-
ro ayto-TT'CK Bbimonnena ne 6bl1a, mpoBoaMsIach MOM-
Aep KUBAIOLIasl Tepanus JEHaJIUJOMHUIOM M MOpyTHHU-
6om. I1pu cpennem cpoke nabmonenus 13 (o1 9 no 18) mec.
y Bcex 4 6onbubix coxpansercs [1P sabonesanus.

K TpeTbeii koropre ucnbityemoil rpynmst 6b11M OTHECE-

uel 4 (33%) us 12 6oapupix [ITABKKJI crapuwe 66 ner

Event-free survival
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PucyHok 3. bCB 1 OB 8 obuwei rpynne 54 6onbHeix MTOBKK]]
Figure 3. EFS and OS in the total group of 54 patients with PT-DLBCL
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cIE (1) u IV (3) cragusmu sabonesanusi. Bece GonbHble
NOJIHOCTBIO 3aBepimniu Jjedenue. Vs 2 obcrenosanHbIX
GonbHbIX B 1 ciyuae Obuia BbISIBIEHA MAaTOrEHHAsh MyTa-
uust B 5-m sksone rena 7P55 p.Ql67X ¢ annensHoil Ha-
rpyskoit 80%. Toabko y aroro GosbHOro ¢ mMyTauuen
B rere 7P55 uyepes 3 mec. pasBHIICS I'eHEPAJIN30BAHHBIM
peuuaus 3abonesanusi, u on ymep. Y 3 60bHBIX COXpaHsi-
ercs [1P 3aboneBanus npu cpepnem cpoke HabiropeHUs
11 (ot 3 no 20) mecsues.

Bcem 12 GosbHBIM mOJHOCTBIO 3aBeplIeHA Tepanus
no nporokouy «[1TJI-2022». V3 6 6onbHbIX ¢ BbISIBIEHHBI-
mu myrtanusamu L2656P B rene M YDSS nocrusxenue mo-
JIEKYJISIPHOM pemuccuu npu KoHTpode no anaangy CIMK
nnu co/lHK nabaronanocs nocae nepsoro nukia repanuu
y b 6onbubIX, oCcse 2 Kypco XT — y 1 6onbuoro0. Tonsko
y 1 6onbHOrO ¢ MyTanueii B rene 7P55 us 3-it koropTel pas-
suica panauil peuuaus. BCB u OB B aToil rpynne 60.1b-
aoeix coctasuaa 90 %.

B obweii rpynne scex 54 6onpunix [1TIBKKJI BCB
u OB Goabubix aumdomoit suuka cocrasuaa 20 u 29 %
coorBeTrcTBeHHO (puc. 3).

IIpu npoBeneHMM CpPaBHUTENIBHOTO aHAIM3A MEXKAY
KOHTPOJIBHOM W HCCJIeAyeMOH IpyNNnamMHu YCTaHOBJIEHO,
yto BCB cocraBuna 17 u 90% (p = 0,02), OB 28 u 90 %
(p = 0,0007) coorsercrBenno (puc. 5).

IIpu nposenenun ananmusza BCB u OB B 3aBucumocTn
or BapuanTta seyenuss bCB cocraBuna 0, 16, 22 u 90%
(p =012) B 1, 2, 3-it koHTpOABHBIX M 4-I1 UCHBITYeMOM
noarpynnax 6onpusix [ITABKKJI, OB cocrasuaa 0, 22,
431 90% (p = 0,041) coorBercrBenno (puc. 4).

OGcyxpaenne

IITABKKIJI cocrasasier 1-2% ot Bcex HeXOm»XKWH-
ckux aum@oM, UTO 3aTPyAHSET MPOBEAEHUE KPYITHBIX
pangomusupoBaHHbix ucciaepoBanuit [27]. Oneir Tepa-
nuu [1TABKKJI orpannuen exnnuunbimu Habaopenus-
MM, paspos3HeHHbIMU noaxopamu Kk Jsedenuio [28-30].
IToaromy perpocnexrtuBHblii ananus 42 ns 54 cayua-
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Pucynok 4. 5CB v OB & 4 pasHbix no sapuaHtam nederms nogrpynnax Gonbtsix [TABKKI
Figure 4. EFS and OS in 4 subgroups of patients with PT-DLBCL that differed in treatment options
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Pucynok 5. bCB 1 OB 8 perpocnektusron v npocnektueHon rpynnax 6onsreix [TABKKI

Figure 5. EFS and OS in refrospective and prospective groups of patients with PT-DLBCL

es [ITABKKJI npoBogunu mo pesynpratam sedeHus
B APYyTMX IeMaTOJIOTMYECKMX CTalMOHapax. Dbl pas-
paboran HoBbiii npoTokoa geuenus «[1TJI-2022», nensro
KOTOPOrO ObLIO yBeJWYEHUE BBI)KMBAEMOCTH M CHHKE-
nue pucka nopaxxenus [{THC. Ha moment HyGHHKauHI/I
12 us 54 GonbHBIM MPOBOAMIIM JeYEHHUE MO MPOTOKOJLY
J1TJ1-2022», B 10 ciyuasx ¢ mopdoaoruyeckum u mo-
JIEKYJISIPHO-T€HETUYECKUM MCCJIeI0BAHUSAMM OUONTATOB
onyxonn, CMIK, ouenkoit nopaxenus LIHC. Ananus
[oKasaJj MPEeuMYIIeCTBA [IPOBEAEHNUH TEPAIUU [0 MPO-
rokouay. Llensypuposan 51 us 54 cayuaes IITABKKJI,
4YTO aJIO IpeACTaBJIeHMe O BEIXKUBAEMOCTH 9TOMU PeKOM
rpymnnbl GOJbHBIX.

Cornacno pexomenpanusam BO3 [31], IITABKKIJI na-
pany c¢ ITABKKJI IIHC u nepsuunoii Burpeopernnann-
Hoit numcomoit (ITBPJI) 6buin Boigenens B otaenbHyto
rpynmny aum@omMm MMMYHONPHUBUJIErMPOBAHHBIX OPraHOB
(UT10). Jlumdombr UIIO ornmuarorcs nanuauem ru-
CTOreMaTu4ecKuX OapbepoB, KOTOPble OCYIIECTBJSIOT
MOBBILIEHHYIO 3aIUTHY0 QYHKIMIO U cHuKaoT addex-
tuBHOCTh cranpaptHoi X1 [32]. ['mnorernueckn mpen-
noJjaraeTcss BO3HMKHOBEHHME JUMQATHYECKOH OIyXOou
MBHAYAJBHO 3a NPEJeIaMM TKAHU SIMYKA C [IOCJIeLY IOLIen
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MUrpanueil B OpraHbl CO CHU>KEHHBIM MMMYHHBIM KOHT-
posiem — peHOMEH «TOMUYECKOTO YCKOIb3aHU ».
dnurenbHoe  Bpemsi reHetuueckue  OCOOEHHOCTH
ITTABKKJI He msyuanu B cBsi3u ¢ peAKOi BCTpedaemo-
cThio 3abosnesanusi. B mocsienHue rofpl npeanpuHSITHI
HOMBITKU ONPEAETUTh MOJIEKY/ISPHO-TEHETUYECKUI TIPO-
dbuns [ITIABKKJIL. B pa6ore D. Guo u coasr. [33] Bbinoa-
HeHO TapreTHoe cekBeHupoBanue 360 renos y 76 Gosb-
weix TITJBKKJI. Haubosee 4YacTbiMM reHeTMUYECKUMM
abeppauuamu ssuiuchk mytauuu B renax PIMI (74%),
MYDSS (60%), KMUT2D (38%), KMT2C (34%), BTG2
(34%) w TBLIXRI (34%). OTrmeueno nebiaronpusTHOE
NporHocTuyeckoe 3HadeHue myrauuii B rene B7G2 npu
COMOCTABJIEHUN C APYTMMHU KJIMHUYECKUMHU U T€HETHYe-
CKMMU MepeMeHHbIMU, pu KoTopbix meauana OB cocra-
BUJIA TOJBKO 28 mec. mporus 65 mec. B rpynme ¢ «IMKUM»
tunom. [lns GoablIMHCTBA HEXOMKKUHCKUX JUMbOM
NOKa3aHO HebJaronpusiTHOe 3HaYeHHe MyTalUui B reHe
P55 [34]. ¥V 6Goabubix IITABKKJI rakyxe usyuaercs
MPOrHOCTUYECKOE BaustHME myTauuii B rene 7 P55 [35, 36].
W. Zhang u coasr. [35] no pesysnbraram noJaHO9K30MHOTO
CeKBeHUPOBaHUs buontaTos omyxoau 25 GOJBHBIX BbIe-

annu 2 monexkyaspubix nogruna [ITABKKJL Oranunem
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nepsoro nogruna (Cl) senssnocs Hanmvue myTanuii B rene
TP55. Bropoit nogrun [1TIBKKJI (C2) 6b11 accounupo-
BaH INPEXJAE BCErOo C MYyTALMUSIMU I'€HOB, Peaan3yHOLUUX
CBOMCTBO yKJIOHEHU I OT UMMYHHOIO Ha/130Pa, IPenMy Lie-
creenno HLA-A, HLA-C u PIJl]l. CpaBrenue nByx noaru-
noB nokasaso, uro B nogrumne C2 Obun xy>ke nokasarenan
BIIB u OB, uyem B rpynne Cl. Yuurbisas He6GobIIY IO BbI-
6opky G6oabHbIX (2 = 25), NI MOATBEP>KAEHUS MOJLy Y€H-
HBIX [AHHBIX HEOOXOAUMBI AAJIbHEHIINEe HCCIIeJOBAHUSI.
B nacrosmem nccnenosanun y 49 (94 %) us 52 Gonbubix
IITABKKJI ¢ usBecTHBIMM JaHHBIMM MMMYHOTHCTOXU-
MHUYECKOro aHaJu3a ObLJIO BBISIBJIEHO MOCTIEPMUHAJBHOE
npoucxosxkaenue onyxoau. B 8 (57 %) us 14 uccnenosan-
HBIX CJLy4aeB Oblia BeIsiBiaeHa mytauus B rene M YDSS. B 6
(33%) cayuasx ns 18 npoananusuposBanHbIX 00pasuLOB
ObLIM BBISIBIEHDBI MyTanuu B rete /P55,

Hecmorps Ha onucannbie ussectusle dakTopbl Hebsa-
FONPUSATHOrO MPOrHO3a, B TOM YHUCJE MOJIEKYJISIpHO-Te-
HeTHuYecKUe, crieliuduIecKoll MPOrHOCTUYECKOH MOeH,
a Tak’>Ke PUCK-aJalTUPOBAHHON Tepanuu s GOJTbHBIX
INTABKKJI no wnacrosimero Bpemenu paspaboTtaHo
He Ob10. B GosbLIIMHCTBE PETPOCHEKTUBHBIX UCCJIELOBA-
HU NPU NPOBeJeHUN 0AHO(PAKTOPHOrO U MHOro(aKTOp-
HOTI'O aHAJIM30B C LEJbI0 OLIEHKU MPOTrHO3a MPEUMY LIECT-
BEHHO OBIIM MCMOJb30BAHbI KJIMHUYECKUE MepeMeHHble
(ITI-1V crapguu saGonesanus nmo Ann Arbor, nanuuune
B-cumnromos,

MyJBTUIKCTPAHOJAJIBEHOE  PACIpoCTpa-

HEHUe, IpyIa BBICOKOIO PHUCKA [0 MEXIYHAapOMHO-
my nporHocrtuueckomy unaexcy aas JIBKKJI (IPI —
international prognostic index) [37], nopasxenue snesoro
SIMYKA, BBICOKAsi aKTUBHOCTH ceiBoporounoi JIJII' u uc-
MOJIb30BAHME AHTPALMKJINH-COAEPIKAILIUX MTPOrPAMM Jie-
venus) [6, 28, 38].

Cranpaprom muarnocruxku [ITABKKJI asnserca OO
¢ nocaeayomumM Mopdo-UMMYHOJOTHIECKUM U FeHETH-
yeckum uccaenosanusmu [39]. Kourposs repanuu nposo-
aurcs ¢ nomowsio 18F-DO/II" IIOT/KT u apyrux meronos
BU3yaM3alMM, VMEKIIUX BBICOKYK YaCTOTY JIOXKHO-
orpunarensubix pedyasraros [40]. [lepcnexTusuer mose-
KyJISIDHO-TeHeTh4eCcKre meToabl uccaemoBanus co/lHK
B IUIa3Me KPOBH, 00Jafatolie BbICOKON Yy BCTBUTEIBHO-
CTBIO U CcHenupUIHOCTbIO, OCOOEHHO NpPHU OLleHKe Apaii-
BEPHBIX MyTalUi, ONpe/e/eHHbIX B IEPBUYHOM Ouornrare
onyxouau suuka [41].

BosmoskHOCTD mpoBeeHMS AHAJOTMYHBIX MCCJIEL0BA-
nuit CMOK akrtyasnbHa 1uIst BBISIBJEHUSI CKPBITOrO IOPa-
skermnst LITHC npu TTT/IBKKJI. Kak 6b1510 nokasano B Ha-
CTOSILIEM UCCJIEOBAHUM, B TpOCHeKTUBHOM rpy e y 50 %
6oabubix [1TIBKKJI 6b11a nuarnocruposana HeiipoJeii-
KEMMsI, HECMOTPSI Ha OTCYTCTBHE IOBBIIIEHHOIO LIMTO3a
0 Pe3y/IbTaTaM LUTOJIOTUYECKOro uccaenoBanus. B neyx
ciayuanx sBosiedenue [IHC Goio BoisiBieno B Tom uncie
y GOJIBHBIX €, Ka3aJ0Ch Obl, HCXOHO JIOKAJIBHOMN cTajueil
IITABKKJL. B konrponsHoii rpynmne Heiposeiikemus
6bL1a IUarHocTuposaHa Toabko y 16 % 6oabubix. Opnako
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[OJIyYeHHBIE B MCCJIEOBATENbCKOM IpyIIEe Pe3yJIbTaTbl
MO3BOJISIIOT 9KCTPANOJUPOBATh 3TU [AHHbIE Ha OOLLYI0
nonyasauuio 6oasabix [TTIBKKJI. Takum obpasom, npu-
mepuo y noaosunbl boasabix [ITIABKKJI ysxe B nebrore
3ab0JIeBAHUST MOYXKHO npepanosarars Bosiaeyenue [[HC.

MeskayHapoaHble M OTEYECTBEHHblE PEKOMEHAaluu
[8, 9] no neuenuro IITABKKJI 6b11u orpanuyens: npo-
Bepennem OO, 0biyueHMEM KOHTPAIATEPAIBHOTO SUIKA
u XT no «R-CHOP»-nopobusim cxemam. Ilpu ananuse
nannbix 42 Goasuwsix [ITABKKJI, nonyumsmux neue-
HUE 10 9TUM CTaHAapTaM, OTMEYeHbl HU3KHUE [1OKa3aTe-
au BCB u OB. OcobeHHo HU3KAasT BBI)KUBAEMOCTb OTMe-
YyeHa B rpynmnax OOJIbHBIX, KOTOPbIM He nposBoauian X1
uau ObLIM UCTIOb30BaHbl cxembl X1 Ge3 meToTpekcara.
Taxum obpasom, Bcem G6onbabim nocae O paske npu IE
craguu 3abosieBaHMsI HEOOXOAMMO CBOEBPEMEHHOE Hada-
a0 XT. ITpumenenune «R-CHOP» u CHOP-nono6usIx pe-
YKMMOB Tepanuu 0e3 BKJIOUEHHUs MeTOTPEKCaTa yJlydlliy-
JIO pe3yJIbTaThl BKMBAEMOCTU OOJIBHBIX MO CPaBHEHMIO
C TOI KOropTOH, B KOTOPOM HE MPOBOAMJIOCH JaJjibHelIIee
neuenne. OqHaKO B TpeTH CilydaeB KOHCTATHPOBAHO pe-
nuausupyouee/pedppaxreproe (P/P) Treuenne sabonesa-
Hust, u sy 25 % GOJIBHBIX coxpansinacs [ 1P na moment
aHaJM3a JAHHBIX C MAKCUMAaJbHBIMU CPOKaMM Habuioe-
Hus ot 29 no 41 mecsaua. Vicnonssosanue merorpekcar-
copep>kamux nporpamm (6nokosas tepanus «IBKKJI-
LIHC-2007», «R-CHOP/R-DA-EPOCH>» ¢ unrerpanueit
METOTpEKCATa) BHECJIO BKJAJ B nosbleHue adpdexTus-
Hoctu rtepanuu 6ombubix [ITABKKJL. Ha moment my-
OIMKAIIMY JAHHBIX y 46% GONBHBIX coxpausiercss 1P
3abosieBaHUSI IPU MaKCHMAaJbHBIX CPOKaxX HabsofeHMs
or 24 no 192 mecsues.

Penkasa serpeuaemocts IITABKKJI orpannunsaer sos-
MO>KHOCTb HAKOIUIEHUSI PENPE3eHTATUBHBIX TPy 00JIb-
HBIX /ISl IPOBE/IEHUS] HOBBIX NPOTOKOJIOB JjledeHus [42].
Cpennuit Bospact Goabubix 60 et u comyTcrByomas
[aTOJIOrMsl OTPAHUYMBAIOT MPUMEHEHUE WMHTEHCUBHON
XT ¢ BBICOKMMHU 103aMU METOTPEKCATA, & TAKIKE BBICOKO-
NO3HOM KoHcoaupauuu. llpumeHenue nokaJbpHBIX Bapu-
aHTOB Tepanuu (XMpPypPruvecKoe JeYeHHe WU JLydeBast
Tepanusi) maJonepcnektusHo [6, 7). Oddexrusnocts
NpPUMEHEHH sl TOJIBKO XUPYPrudecKoil TaKTUKU Oblia mo-
kasaHna B uccaeposanum E. Zucca u coasr. [6], B koTopom
y 41 us 3563 60nbHBIX MOCae BoimosnenHoi O B noceny-
IOLLEM JIeUeHME He TPOBOANIOCk. [Ipu cpaBHenun pesynnb-
TaTOB JleueHUs1 OObHBIX 6e3 U ¢ nocaenytoumeit X1 nocie
093 menmana BIIB cocrasuna 1,0 u 5,4 roga coorBercrt-
BenHo (p = 0,0012). B nacrosem uccienoBanum BoinosiHe-
Hue OO y 5 601bHBIX, NPEMMY LIIECTBEHHO C JIOKAJbHBIMU
craausamu 0e3 MOCIIeNYIOLIErO JEUeHHSs], TPUBEJIO K TOMY,
4TO BO BCEX CJLydasiX PasBUJICS PELUANB 3a00IeBaHMsI.

[Tpumenenue JIT B kauectBe emuHcTBEHHOro criocoba
aedenust nociae OO Takike JaeT HEYAOBJIETBOPUTEbHBIE
peayabrarsl. S. M. Jackson u coasr. [7] npoananusupo-

sasnu 17 6onbubix [ITABKKJI, us kotopsix y 14 6onbubix
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B KadeCcTBe AOMOJHUTEJbHOro Jjedenust nociae OO Oblia
Bermonaena JIT. Tonbko 6 GospHBIX OCTABAJHCH >KHUBBI
B [IP 3abonesanusi. B nacrosmeii pa6ore JIT B mono-
pe>kume Oblila UCMIOJIB30BaHA TOJBKO y 1 GosbHOrO C J10-
kasbHoi craaueit [ITIABKKJI, y xoroporo uepes ropx
passusics penuaus c nopaxenuem LIHC. B neGrore 3abo-
neBaHus MomMbaabHasl MyHKIUsS OOJBHOMY He BbBITIOJIHSI-
aace. [Iposenenne nokansuoit JI'T npu renepanusosannon
OILy XOJIM BOOOILE MPEACTaBIAeTCsT OeCCMBICIEHHBIM.

Cucremuas XT sBisiercst HauboIee Bad>KHBIM METOLOM
aneuenus [ITABKKJI [6]. dnaurensnoe Bpemsi cranpap-
rom XT npu IITABKKIJI canranu «CHOP», «R-CHOP»
M Apyrue nopobHble pesKUMbl, OObIYHO B KOMOMHAIIMU
¢ O3 u JIT [6, 39]. Ha neperyaspHoit ocHOBe npumeHsi-
J10Ch 106aBIeHUE BHICOKUX 103 METOTPEKCATA, TPOBeeHUe
JIOMOATBHBIX My HKIUHA. XOTs ONTUMaJIbHAs KOMOMHALM S
HEM3BECTHA, MO AAHHBIM Pas3HBIX HCCJIEJOBAHUN MOCJE
NpUMeHEHHUsl TAKOIrO0 KOMOMHMPOBAHHOIO MOAXOAa B Mep-
soit mnaunu repanuu (O, «CHOP = R», JIT) 5-nernune OB
u BI1B cocrasunu 48—60 u 35-53 %, coorsercrBento [6].
Hawubonee kpynHoe nccieroBanme, NOCBALEHHOE PE3yJlb-
traram nporpammsl «R-CHOP», Brurouano 373 Gonphbix
ITTABKKJI, npeumyimecTBeHHO ¢ JIOKaabHOM Cragmei
saboseBanust. CoueTaHHOEe BOBJIEUEHHE TKAHHU FOJOBHOIO
moara 6b1710 BbisiBAeHO Tosbko y 11 Gonbubix (3 %), opnako
GOIBHBIM He MPOBOAMIIA MOJIEKYJISIPHO-TEHETUYECKUE UC-
CJIEOBAHUS, U MOKHO MPEAINOJNOKUTH OGJIBIILYI0 4aCTOTY
ckporroro nopaxkenus LIHC. B nonosune cayuaes (191)
B KauyecTBe Tepaluu WHAYKLUU Oblla NMpUMEHeHa IMpo-
rpamma «R-CHOP», u muwb y 45 6onpubix 6p111 ncnosb-
soBanbl Gosnee untTeHcusHble pesxxumbl X 1. Ayto-TT'CK
C LeJbl0 KOHCOJUJALIMM PEMMUCCUM Obljaa BBIIOJHEHA
auwb 19 6oapaeim ITTABKKJIL. Tpodunakruxy nopaske-
nust [THC nocpencrBom mHTparekasbHOro MM CUCTEM-
HOTO BBEIEHMSI MeToTpeKcara npumeHsin touasko y 20%
Goabubix. Meguansr BIIB u OB cocrasunu 4,8 u 4 roga
coorBercTBenHo. llpu menuane wnabmropenus 7,6 roma
vy 195 60abnbBIX (652 %) OBLIO OTMEUEHO Ppa3BUTHE PELUANBA
sabosneBanus, B 15% cayuaes ¢ nopaxxennem LITHC, B Tom
qucse B redenue 10 seT nocse nepBuvHOro ycraHOBIEHMS
nuarnosa [6]. Hecmorps na 6onbmoe uncsio HabaogeHuni,
He ObLIO MOJyYeHO SICHBIX OTBETOB OTHOCHUTEJBHO POJIU
nokanbhoit JIT, HeobxonumocTn npumeHenus: MeToTpek-
cara, B YaCTHOCTM C MHTPATEKAJIbHBIM €ro IIPUMEHEHUEM,
NnpoBeAeHrs MHTEHCUMBHOU X1 M BBICOKOLO3HON KOHCOIN-
AT,

B 2024 r. Gbuin onyGaMKOBaHBI pe3ysbTaThl BTOPOUN
dbasbl Mccae0BaHMS O OLEHKE CHU’KEHUs Y4aCTOThI pe-
uuausos ¢ BoBaedeHnem LIHC npu npumenenun ycunen-
HOI MHTpAaTeKaJbHON Tepaluu B COYETAHUM C BBeJeHHEM
2 uuKJIOB MeTOTpEKcara B BBICOKMX mosax. lIporpamma
nedenust Braodana 6 kypcoB XT mo cxeme «R-CHOP»,
4 [03bI MHTPATEKAJIBHOrO JIMIOCOMAJBHOrO LUTapabuHa
(50 mr) u 2 nukaa meroTpekcara B BBICOKMX f03ax. B ana-
su3 611 Brrouensl 54 6onpabix [ITABKKII ¢ menuanoii

Bozpacta 66 (37-79) ner. Y Bcex GoabHBIX ObLIA AMATHO-
crupoBana | (7 = 32) uau Il (2 =22) cranua sabonesanus.
Kymynsitueraas wactora nporpeccuu 3abosieBaHUs COCTa-
Buia 6%, oHAKO He OBIJIO HM OJJHOTO CJLy4asl BOBJIEYEHUSI
LIHC. B cBs3u ¢ pasBuTHEM TOKCMYHOCTU HE BO BCEX CJLy-
4asiX BO3MOYKHO MCIOJb30BAHUE METOTPEKCATA B BBICOKUX
nosax nocie 6 xkypcos no nporpamme «R-CHOP», oco-
6eHHO y nos>kuabix 6oabHbIX. [lanHoe nccnenosanue 6p110
orpanunueno 6oapubimu ¢ | u Il cragusamu sabonesanus,
4TO B LEJIOM XapaKTepuayeTcs 0osee HMBKON 4acTOTOMN
PELMAMBOB 10 CPABHEHUIO C F€HEPATN30BAHHBIM IIPOLEC-
com. Ilo pesynbratam aroii paGoTbl Gblia npeacTasiaeHa
KOHIIEMIMS O HeOOXOUMOCTU UCMOIb30BAHU S KAK MHTPA-
TEeKaJIbHOM, TaAK U CUCTEMHOM npo@mnax«rnm/l peuuauBoB
s ILIHC [5].

[To panubm I.C. Tymsan u coasr. [28], y 25 GoababIX
ITTABKKIJI 3-neruss BIIB cocrasuaa 36 % npu mengunane
Habmonenust 14 mec., a 3-nerasia OB — 56% ¢ menua-
Hoii 48 mec. Beem 6oabHBIM MpOBOAMIM Tepanuio MO CXe-
me «CHOP» ¢ pgobaBnenunem putykcumaba B 6 ciyua-
AX M UHTpaTeKaJbHOH NpodUIAKTUKON METOTPEKCATOM
v 9 Goabnubix. JIT 6b11a nposepena 5 Gonbubim. B 55%
CJlydaeB B IPOrPeCCUU WM penuanBe 3aboseBaHms Obl10
BBISIBJIEHO NOPa’kK€HHE dKCTPAHOAJIBHBIX 30H, B TOM YM-
cne y 3 Goabubix ¢ nokanuzanueir 8 LIHC no nentome-
HuHreaabHomy Tuiy. Ha momeHT mybamkanmu maHHBIX
ot nporpeccun 3abonesanus ymepau 10 601bHBIX B cpokn
ot 5 o 60 mec.

JlaHHBIX O TpPHUMeHEHWI0 0OoJilee MHTEHCHUBHBIX IPO-
rpamm XT u 06 uX BAMAHUM Ha YACTOTY PELMAUBOB,
B Tom uyuciie ¢ nopaskenuem LIHC y 6onpunix [TTIBKKJI,
Ha cerogHAWHUN aeHb Het. Ha npumepe perpocnexkTus-
HBIX AAHHBIX, OCHOBAHHBIX HA pPE3yJbTaTaxX IPHUMEHe-
Hus Bbeicokogosnoro mnportokoaa «IBKKJI-LIHC-2007»,
6bL10 NIOKa3aHo yBeanveHue 9(PPeKTUBHOCTH IO CpaBHE-
nuto ¢ «<R-CHOP» u CHOP-nono6ubimu nporpammamu.
OpHako npu aHause OTAAJIEHHBIX PE3YyJIBTATOB B IOJIO-
BUHE CJLy4aeB ObLIO OTMEUEHO pa3BUTHE PELIMAMBOB 3200-
neBaHus, B Tom uncie ¢ nopaxxenuem [THC [10].

B ornmune or apyrux BapmaHTOB MMMYHOIPHUBUJIE-
ruposanubix JIBKKIJI, a rak>ke HekoTOpBIX HOLANIBHBIX
ABKKJI (ABC-tun, MCD, MYD§§-myrupoBanubix),
npu KoTopbix 3¢ PeKTUBHO TPUMEHSIOT METOBI TAPTeT-
HOM (MHrMOUTOPBI TMPO3MHKMHA3BI DpyTOoHa, MMMYHO-
moapynstopsl u T.4.) u kiaerounoit (CAR-T knerounas
tepanus, Oucnenuduueckue anrturesa, auuao-TT'CK)
repanuu, npu [ITABKKJI atu Bugs repanuu npaxru-
4eCKU He MPUMEHSIOT.

Takum obpazom, ananus s¢pdbeKTUBHOCTU Pa3HbBIX MO -
xopnoB k tepanuu 6oapubix [ITIBKKJI nemoncrpupyer
HEY/IOBJIETBOPUTEJbHBIE PE3YJbTATHl BBIXKUBAEMOCTH.
Boicokas wacrora P/P teuenus zabonesanus (mo 42 %),
B Tom uncae ¢ nopaxenuem LIHC, nukrosana neobxo-
AMMOCTb pa3paboTKU HOBOIrO MPOTOKOJA AJISl JedeHUs

6oapubix IITABKKJIL. C 2022 roga 8 ®I'BY «HMIIL]
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remartosorun» Munsapasa Poccun Gbi1 mamnmuposan
HoBbiii nporokos tepanuu «[1TJI-2022». B ocuoBy nu-
arHoctuyeckoro 6soka mnporokona «[1TJI-2022» 6wiaa
BKJIIOUEHA 00s13aTe IbHA s JTIOMOAIbHAS Iy HKLHS C TTOCJIe-
AYIOLMM MOJIEKYJISIPHO-TEHETUYECKUM HCCIIEJOBAHUEM
(merexumsa myrauuu B rene J YDSS, ouenka B-knerounoi
kaonanbaoctu) u MITL] CMJK. Bce Gonbuble B 3aBU-
CHMOCTH OT BO3pAacTa IOAEJIEHbl Ha 3 BO3PAaCTHBIE KO-
ropret (o 55, ¢ 65 no 65 u crapwme 65 ner), uro maso
BO3MOY>XHOCTb HPOBECTH PHUCK-CTPATU(HUIMPOBAHHY IO
TepaInuio, 4TO He INPUMEHSJIOCh B CYIUECTBYIOLUX MPO-
roxkosax Jedenuss [ITIABKKJIL Murerpauus raprer-
HOIt Tepanuu B cxembl X1 (nenanupomun, nbpytunud),
C OJHOI CTOPOHBI, JOJKHA yBeaUYUTh 3PeKTUBHOCTD
neueHns: (ma’ke B rpyImax, rjie HEBO3MOXKHO MPUMEHE-
HUe BBICOKMX [03 METOTPEKCara), ¢ APYroil CTOPOHBI
C y4YeTOM BBICOKOro NnpoHuxkHOBeHus uepesd ['ODb, cmo-
cobersoBath Tepanuu nopasxenus LIHC. 3a secs nepuon
Habuonenust npu npumenenuu nporokoaa «[1TJ1-2022»
vy 12 6onpubix IITABKKJI penunue sabonesanus pas-
BuJCcss ToabKO y 1 GosbHOro 66 ner (McxomHo ¢ myTa-
uueit B rene 7P55). Eme y 3 GonbHBIX ¢ MaTOreHHBIMU
MyTanusimu B rede 7P55, nmocse nmpoBeneHUsT IPOTOKOJIA
«I1TJI-2022» penuausos He ormeueHo (cpoku Habusro-
neuusi 2, 14 u 15 mecaues). ¥ 2 (14 %) Gonbubix, nomy-
quBlux Jederue no nporokouaam « IBKKJI-LIHC-2007»
u «R-EPOCH/HD-MTX», myrauuu B rene 7P55 6b1an
BBISIBJIEHBI Npu peuuause sabosesanus. [lposenenme
neuenus ruaodpuramabom y 1 Goasnoro u anno-TT'CK
y 1 6GosbHOro NMO3BOMNIIO MOLYYUTH ANTUTENbHBIE PEMUC-
cum cpokom 32 u 12 mecsineB COOTBETCTBEHHO.

Ilposenennsniii ananmua 26 P/P cayuaes mnokasau,
9TO GOJIBIIMHCTBO GOJIBHBIX YMEPJIN OT IPOrPECCUU OILy-
XOJIM, HECMOTPSI Ha IIPOBE/IEHNE PA3JIUIHbIX cxem X | BTO-
PO¥i M noC/IeAy IOINX IMHUH. TaKTUKa Tepanuu penuansa
IITABKKIJI B Hacrosiee Bpemst e onpenenena. [lanusie
O NPOBEAEHUM MMMYHOTEPANMU U KJIETOYHOM Tepanuu
ITTABKKJI orpannuenst. Pesynbrarer cobcTBeHHBIX MC-
cJe10BaHUIl AT OCHOBaHUWE mpennosarath ux addex-
TuBHOCTB. B HacTosmeil pabore 2 6oJbHBIM ¢ peLUANBOM
sabosneBanus Obuna BoimosHena auio-11CK, aro nmosso-
auso goctuub Bropou [1P, koropas coxpansiercs npu cpo-
kax Habmogenus 1 1 4 roga COOTBETCTBEHHO.

[Ipumenenne CAR T-knerounoit tepanuu takyxe sB-
JsIeTCsl ONPAaBAAHHBIM MOJXOAOM K JIEYEHUIO OOJbHBIX
[ITABKKJIL B nureparype ects knnanueckoe Habmone-
HUE YCIIENTHOrO IPUMEHEHMS KJIETOYHOM Tepanuu y 60sb-
noro ¢ penuausom I[ITABKKJI 8 IIHC [42], uto naer
OCHOBaHME AJIS1 PAHHEM WHTErPALUU STOU TEPAIINH, MpPe-
>KJ/I€ BCETO B IPyIIIe BHICOKOTO PUCKA.
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Aunbrepunarusoit CAR T-knerounoit rtepanum moxxer
CILY>KMTb TNpUMeHeHMe OucrnenudUUecKUx aHTUTE.
Ilo pesyapratam oTOil paboThl MCHONb3OBaHME TIO(U-
tTamaba y 2 GOJBHBIX C reHepaJM30BAHHBIM PELUUBOM
ITTABKKJI nossoauno mocTudb AJIUTENBHOM CTOHUKON
pemuccuu zabonesanus. B 2024 r. na npumepe 3 kaunu-
YeCKHX CJlyyaeB OblIa MOKazaHa BO3MOYXXHOCTb MPOHMK-
HoBeHMs rinoduramaba yepes ['OB npu neuennn 6onbHbBIX
¢ Bropuunbim nopakeanem LIHC [43]. Takum obpasom,
npuMeHeHHE OUCTIeNUPUUECKUX AHTHTEN TAKIKE MOYKET
6biTh panmonanabuo 'y 6oasnsix [ITIABKKJL, B Tom un-
cae ¢ penquausom B LITHC.

Takum 06pasom, CyIIeCTBYIOT CJIOKHOCTU B paszpabor-
ke 5¢ddeKTUBHOrO MPOTOKONA AUATHOCTUKHU U JIEUEHUs
IITABKKIJIL. Penkas BcTpeuaemocts 3abosieBaHUsi Tipe-
nATCTByeT cOOpY penpeseHTaTHBHONW TPyIIbl OOJIBHBIX.
OrpaHuveHHbIE BO3MOXXHOCTU MOJIEKYJISIPHO-T€HETHYe-
CKUX UCCJAeNOBAHUMN, BBIMOJHEHUS MHTEHCUBHOM U BbICO-
xoposHoit XT, sarpyaHsior nposegeHe MHOMOLEHTPOBBIX
uccaenosanuii. Jledenne no cyumecrByommum nporokoaam
NOKa3aJ/10 HU3KY0 3((PEKTUBHOCTD U BBICOKUH PUCK pe-
uuausos, yacto ¢ nopaxxkenuem LIHC. Ormeuena nuskasn
VHTErpanus TapreTHOM U KJIETOYHOM Tepaly B IPOrpam-
mol gegenus 6onpuabrx IITIBKKIJI, B otinume oT HOoma1b-
HBIX U Apyrux akcrpanonansbubix Gopm IBKKJL, B oco-
6ennocru B rpynne [TJIBKKJI ITHC.

Ilensro nporokona «IITJI-2022» sBasinocs ycrpanenue
CyLIECTBYIOLINX HEJOCTATKOB B AMATHOCTUKE U JIEYEHUU
I[ITABKKJIL Ilepsble peaysnbrarel mpumeHeHUs: NPOTO-
kosna «[I1TJI-2022» nokasanm ero BOCHPOMBBOAUMOCTD,
addexTuBHOCTS U 6E30MACHOCTL B PA3HBIX BO3PACTHBIX
rpynnax 6obHBIX. YunThIBas HeOOIbIIME CPOKM HAOIIIO-
JIeHV s, OKOHYATEJbHBIE BBIBOJBI /I€JIATh MPEXKAEBPEMEH-
HO, HO ODOHapy’KkeHa TEHIEHLMS K YJLy4IIEeHHUIO BbKUBA-
€MOCTH 110 CPABHEHUIO C KOHTPOJIBHON Ipynnoil 601bHbIX
I[ITABKKJIL, nonyunsBmmnx tepanuio mno yTBep>KAEHHBIM
PEKOMEH JALUSIM.

[Tomumo obureit Bbicokoii addexTuBHOCTH MPOTOKOIA
«ITTJI-2022», npocae)kxmBaeTcst TEHASHLIUSI K YILy YILIEHHIO
Pe3y/IbTaTOB JleyeHUsl B HOArPyINNax OOJBHBIX € coue-
rauabim nopaxkenuem LIHC u ¢ myranueit B rene 7P55.
B nepcnexruse pannoHasbHO 9KCTPATIOIUPOBATH JAHHBII
NOAXO/ HAa TEPanuio OOJIBHBIX YJIBTPAaBBICOKOIO PUCKA
nopakenus LIHC (ABKKJI monounoii >xenessr, Haamno-
4eYHUKOB, mouek u np.). KnmHuko-uHcTpymeHTanbHBIN
KOHTPOJIb U MOJIEKYJsipHO-reHeTnueckas aerekuus MODb
cTaTyca Mo3BoJIeT PaHO UAEHTUPUIMPOBATH PE3UCTEHT-
nyto rpynny 6oasubix [ITABKKJI u unrerpuposars ad-
(eKTUBHYI0 KJIETOUHYO TEPAIUIO yKe HA PAHHUX 3Tanax
JledeHus.
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OAKTOPBI PUCKA PEIAANBA UTOMETAJIOBUPYCHOT'O PETUHUTA
Y JIETEN — PEHUIIMEHTOB AJIJIOTEHHBIX TEMOIIOOTUYECKHUX
CTBOJIOBBIX KJIETOK

Mepwwn b.C.*, Macyan A.A., CuupHoea A.B.

OTBY «<HaunoHambHbIi MEAHUMHCKHMIA MCCIEROBATENbCKMA LEHTD AETCKOM reMaTONOry, OHKONOTHM 1 MmmyHonorn M. Omutpus Porayesan
Munmcrepcrea sppasooxpatenns Poceuiickort Qegepaumm, 117198, r. Mocksa, Poceuiickas Penepauns

BN PE3IOME

Beepenue. Llntomeranosupychbiit petnnmnt (LULMBP) — 310 HekpoTuueckoe sabonesaHne ceTyaTku, KOTOPOE MOXET CTATb
NPUYMHOM HEOBPATMMOI crienoTel. YBenuueHue konmyectea snmsopoe LUIMBP ysenuunsaet sepositHocTs pasentus Heobpa-
TMMoM cnenoTbl. CHuxeHne pucka passutus peunansa LIMBP nossonut nosbicutb 3¢pdpeKkTMBHOCTb 3puTensHOM peabunm-
TAUMM AAHHOM KATEropmu HOnbHBIX.

Llenb: 13yuntb 3aKkoHOMEPHOCTH M PaKTOpbl pUcka passuTtus peunansa LUMBP y neteit — peunnmeHtos remonoatnyeckmx
CTBOSIOBbIX KNETOK.

Marepuan u metopasl. B nccnegosanue 6binu sknioyersl 37 6onbHbix B Bozpacte ot O go 21 ropa (62 rnasa), neperec-
wux LUIMBP 1 TpaHcnnaHTaumio reMonosTMyeckmnx CTBOMOBBIX KIIETOK, MOMYUYMBLUMX CEPUIO MHTPABUTPEATbHBIX BBEAEHMIA
(MBB) npoTueoeupycHbix npenaparos. Peunanes LUIMBP npousownmn y 7 6onbhbix. Y 3 6onbHbix peunans 6bin Ha 1 rasy,
y 4 — Ha obounx. N3 62 rmas 6es peunansos 6bino 51, ¢ ogHum peunprsom — b u bonee Yem ¢ OfHUM peunameom — 5.
B 23 n3 81 anusopa 6bin auarHocTpoBaH peunans. [JlocTUXeHWE peMUCCHUM AMATHOCTUPOBANM MPU YCTAHOBIEHUM OTCYT-
ctens JHK untomeranoenpyca B 06pasue BOASHACTOM BAATM, KOTOPYIO 306MPanM U3 NnepepHe Kamepsl rnasa unu,/u non-
Horo 3axueneHus ouyaros LIMBP npu nomowm odpransmockonmu.

Pesynbratsl. [pekpaiierne MBB npoTMBoBMpYCHBIX NpenapaToB HO OCHOBAHMM HETATUBU3ALMKM PE3YLTATOB NOIMMEPA3-
HOM LEMHOM PeaKLUMM BHYTPUINIA3HOM XMAKOCTM YMEHbLLIAET BEPOSTHOCTb peunanea bonee yem B 16 pas no cpasHeHMto
C NPMHATUEM PELUEHNS HO OCHOBAHMM odTanbmockonmyeckux aaHHbix (p = 0,011) u Gonee yem B 2 pasa No cpasHEHMIO
C «HeHyneBbIMU» pesynbratamu [LIP.

3aknioueHue. Peunpusupytowmii xapaktep TeveHus LIMBP cessan ¢ pennukaumeit konui Bupyca BHyTpM rnasa. dnmmu-
HOLMS KOMUI BUPYCA M3 BHYTPUINIA3HOM XMAKOCTU YMEHbLLIAET BEPOSITHOCTb pa3BuTHs peunanea LIMBP.

KnioueBble cnoBa: LMTOMErANOBUPYCHbIN PETUHNT; AETH

KoHpnukT nHtepecos: asTopsl 3asB1510T 06 OTCYTCTBUM KOHGAMKTA MHTEPECOB.

DUHAHCUPOBAHUE: VICCNEAOBAHME HE UMENO CMIOHCOPCKOMN NOAAEPXKKM.

Ons uutuposaunus: Mepwun b.C., Macuyan AA, Cmuprosa A.b. DakTopsl pucka peunamsa LUTOMEraNoBUPYCHOMO PETUHUTA Y AETEN — PEeLUNUEHTOB
QNAOrEHHBIX FEMONO3TMYECKMX CTBONOBLIX KNneTok. fematonorus u Tpancdyanonorus. 2025; 70(3):311-319. https://doi.org/10.35754,/0234-5730-2025-
70-3-311-319
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RISK FACTORS FOR RECURRENCE OF CYTOMEGALOVIRUS RETINITIS
IN CHILDREN RECEIVING ALLOGENEIC HEMATOPOIETIC STEM CELL
TRANSPLANTATION

Pershin B.S.*, Maschan A.A., Smirnova A.B.

Dmitry Rogachev National Research Center of Pediatric Hematology, Oncology and Immunology, 117198, Moscow, Russian Federation

BN ABSTRACT

Introduction. Cytomegalovirus retinitis (CMVR) is a necrotizing disease of the retina that can cause irreversible blindness. An
increase in the number of CMVR episodes increases the likelihood of developing irreversible blindness. Reducing the risk of
CMVR recurrence will improve the effectiveness of visual rehabilitation for this category of patients.

Aim: To study the patterns and risk factors for the development of CMVR recurrence in children who are recipients of hema-
topoietic stem cells.

Materials and methods. The study included 37 patients aged O to 21 years (62 eyes) who had undergone CMVR and
hematopoietic stem cell transplantation and received a series of intravitreal injections (IVI) of antiviral drugs. CMVR recur-
rences occurred in seven patients. In 3 patients, there was a recurrence in 1 eye, in 4 — in both eyes. Of the 62 eyes, 51
had no recurrences, 6 had one recurrence, and 5 had more than one recurrence. A recurrence was diagnosed in 23 out of
81 episodes. Remission was considered achieved when the absence of cytomegalovirus DNA was confirmed in a sample of
aqueous humor taken from the anterior chamber of the eye and/or upon complete healing of CMVR lesions as determined
by ophthalmoscopy.

Results. Discontinuation of IV antiviral drugs based on negative aqueous humor PCR results reduces the likelihood of recur-
rence by more than 16 times compared to a decision based on ophthalmoscopic data (p-value = 0.011) and by more than 2
times compared with non-zero PCR results.

Conclusion. The recurrent nature of the course of CMVR is associated with the replication of virus copies inside the eye. Elimi-
nation of copies of the virus from the intraocular fluid reduces the likelihood of developing a CMVR recurrence.

Keywords: cytfomegalovirus refinitis, children
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Beenenue

Lluromeranosupycuseiit pernant (LIMBP) npencras-
asieT coboil BoCnaJnTe bHO-HEKPOTHYECKoe 3aboeBaHue
ceTyaTOl 0OOJIOYKU I71a3a, KOTOPOEe pasBUBaeTCsl y OOsb-
HBIX C JOJIMTEJBbHON TSI>KeJIOM NepBUYHOM (BPO}KLLBHHI)IC
KOMOMHMpPOBaHHblE MMMYHOAeULIUTB]) WM BTOPUY-
ot (BMY-undexuns, nmmyHnocynpeccuBHas tepamnus)
T-xnerounoit ummynocynpeccueit. Ilpu ecrecrsennom
passutun LIMBP mosxer npusectu x croiixomy cHuske-
Huto uau norepe spenus [1, 2]. LIMBP asaserca ogaum

13 JIOKAJIbHBIX MPOSIBJEHUN eHePaJM30BAHHON LUTOME-
raJloBUPyCHOM MH(EKIMU, U BEPOSTHOCTb €ro pasBUTHS
KOppeJIMpYyeT C [JIUTEJbHOCTHIO I[MTOMEraJOBUPYCHON
Bupemun [3]. [lo nmosiBieHns BBICOKOAKTUBHOW aHTHpPe-
tposupychoii repanuu (BAAPT) LIMBP naunbosee uacro
Berpeuadics y 6onpubix co CITV /. Opnako B HacTosimee
BpeMsl B PA3BUTHIX CTPAHAX OH IIPEMMYIIECTBEHHO PAa3BU-
BaeTCs y PELMIIMEHTOB COJIMAHBIX OopraHos [4] u remorno-
aruveckux crBosioBbix kjaetok (I'CK) [5, 6]. Cuusxenue
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3peHMs1 BIUIOTh A0 Heobpatumoit caenorsl npu LIMBP
NPOMCXOAUT MO0 M3-3a MPOrPecCUM HEKPO3a CeTYaTKHU
¢ yBesuueHHeM ero mowmwanu [7], aubo us-sa passuTus
oTCcIOMKM ceTdyarku [2], KoTopasi cBsizaHa C yCHJIEHUEM
BOCIHAJIMTEIBHOTO MOPAXKEHUsI IIPU BOCCTAHOBJIEHUMN HM-
myHurera (CHHAPOM UMMy HHOM pekonctutyuuu). LLMBP
B OTCYTCTBUE BOCCTAHOBJEHUS BUPYC-crenuduueckoro
MMMYHHUTETA OTJINYAETCS CKJIOHHOCTBIO K PELUANBUPY IO~
memy teuenuto [8].

ITpu nevenun LIMBP y 6onbubix co CITV /I nns onpe-
nesienust ero oppeKTUBHOCTH TPUMEH SIOT TEPMUH «BPeMsI
[10 IPOrpeCcCUm», KOTOPOE O3HAYAET BPEMEHHON MHTEPBAI,
B TeueHue kortoporo npoucxoaut peuuaus LIMBP [9].
HeobxonumocTs B aHaiuse «BpeMEHU [0 MPOrPecCUM»
cBsizaHa ¢ Tem, uto y bonbubix co CITVM /I, npu xoropom
sakoHomepHoctu ssoaonuu LIMBP usydensr nanbosee
HOJHO KaK [0, Tak M mnocje nosisaeHus adQexTuBHOM
BAAPT, BeposiTHOCTB pasBuTHS peLANBA HATIPSIMY IO 3a-
sucut ot conepskanus CD4* T-numdouuros, u B orcyTcT-
BU€ €ro BOCCTAHOBJIEHUS] TEPMUH «U3JI€UYE€HUE» HENPUME-
HUM IIPU aHAJIM3€ PE3YJIbTATOB TEPAIIMM PETHHOHEKPO3a,
ubo paHo MM O3aHO OH nporpeccupyer [9].

B 90-x ropax XX Beka yBennuyeHue «BpeMEHU A0 IPO-
rpeccum» crajo ojaHoil u3 3amad B Oopnbe ¢ LIMBP,
[J1s1 pelleHns] KOTOPOM ObLIM MCIOJIb30BaHbI Pa3IUYHbIE
CIOCOOBI BBEEHU S IPOTUBOBUPYCHBIX MPENAPATOB OT Ia-
penrepansHoro po BHytpusenuoro [10, 11]. B XXI seke
B CBSI3M C TEXHUYECKUM PasBUTHEM MUKPOXUPYPrUU
r1asa, Koraa 6oJsplIoe pacnpocTpaHeHue Npuobpesn UH-
tpaButpeaabuble BBenenus (VIBB) pasnuunbix nexaper-
BEHHBIX Npenaparos, csow Huury B jgedenuu LIMBP sa-
HsIJIa METOAVKA BBEAEHN S IPOTHBOBUPYCHBIX IIPENapaToB
B CTEKJIOBUHOE TEJIO, YTO MO3BOJIMJIO 3HAYUTEJBHO YAJIH-
HUTb «BPEMSI 10 IIPOrpeccum» peTuHoHekposa [12].

Cy1ecTBeHHBIM BKJIAAOM B NPOPUIAKTUKY PEeLUIUBOB
LIMBP cpenu 6onpubix co CITN /L crana BAAPT, mupo-
KO€e BHEJIPEHUE KOTOPOH MO3BOJIMJIO [UIUTENBHO (IPaKTH-
yecku GeckoHeuHO) noaasaaTh peninkanuo BUY u noa-
AEp >KUBATh ypOBeHb T-1MMQOLUTOB XeInepoB Ha TAKOM
YPOBHE, IpU KOTOPOM PELMAMBA BUPYCHOIO PETHHOHE-
Kkposa He npoucxoaur [13].

B neuenun Gompupix ¢ IIMBP, ocnosxxauBmMM Tede-
HUE MEPUOAA TOCJIE TPAHCIUIAHTALMN I'eMOMOITUIECKUX
crBonoBbix kiaerok (TI'CK), ects muokecTBo mpuuum-
NUanbHBIX oTauuuii or GoabHeix co CIIM/I, rnasnoe
13 KOTOPBIX CJEAYET U3 PasIM9Inil B MEXaHU3MaX U [UIH-
teabHocTH ummynocynpeccuu [2, 13]. Ecau y 6onpubix
co CIIN/ B orcyrcreun BAAPT nosnnoe Boccranosie-
HUue BUPYC-CrenUpUIHOr0 MMMYHHUTETa MPAKTUYECKU
HEBO3MOJKHO, TO y OOJIBHBIX ¢ BUPYC-aCCOLMMPOBAHHBIM
HEKPO30OM CETYATKH, OCJOXHUBIIMM TEYEHUE MEPUOIA
[OCJIE TPAHCIUIAHTALMY AJUIOTEHHBIX I'eMOMNO3TUYECKUX
CTBOJIOBBIX KJIETOK, B OOJIBLIMHCTBE CJLydYaeB Jerpeccust
KJIETOYHOIO MMMYHUTETA HOCUT BPEMEHHBIN (XOTSI MHOI-
[la Yl IPOUIEHHBIN) XapaKTep, CBA3AHHBINA CO CPOKOM IPH-
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>KMBJIEHUSI TPAHCIIAHTATA, BOCCTAHOBJIEHHUEM T'€MOI0d3a
M MMMYHONO®3a. 3ajadeil NPOTHBOBUPYCHOW Tepamnuu
B 9TOT BPEMEHHON WMHTEPBAJI SIBJISIETCS TOAABJIEHUE pe-
niaukauuu nuromeranosupyca (LIMB) u npenynpesxne-
HU€ BUPYCHOI'O IOBPEXAEHUSI OPraHOB U TKAHEH.

[Ty6auxanuu, onuceisaromue penuaussl LLMBP y pe-
nunuentos ['CK, nemuorouucnennst. B pa6ore F. Crippa
u coasr. [14] ormeueno orcyrcrBue peunamsos LIMBP
[14]. L.P. Tu u coasr. [2] onucanmu 6 ciayvaes penmausa
LIMBPy 18 peunnuenrtos, onHako B aHHON paboTe He BbI-
nesieHbl PaKTOPBI PUCKa Pa3BUTHS PELUANBA U He yKasa-
Hbl CPOKM HabusioseHust 3a 6onbubimu. Takum obpasom,
eCcTb OCHOBaHUs nosiarars, uro peunaussl LIMBP y penn-
nuentos astorenusix ['CK ne sBasorcs peaxocrsio, oa-
Hako (PaKTOPBI, BAMSIONIME HA PUCK PA3BUTUS PeLUIUBA
LIMBP y 60onbubix nocsie TT'CK, ne usyuensr. Beiasaenne
(aKTOpOB, yBeTMUNBAIOLIMX U, HATPOTUB, CHUYKAIOLIMX
PUCK pasBUTHSI pelMAMBA B JAHHOH KOropTe OOJBHBIX,
SIBJISIETCSI Ba>XHOM 3ajayel, peureHrue KOTOPOU IMO3BOJUT
CHUBUTH BEPOSTHOCTh PA3BUTHUS CJIENOTHI U HEOOPATUMOTO
cHW>KeHUs 3peHus y 6onpubix nocae TI'CK.

Ilens: nsyunrs sakoHomepHOCTH 1 (PAKTOPBI PUCKA pas-
Butus peunausa LIMBP y nereii-peunnuenros I'CK.

Marepuaua u meToasl

B paboty 6buim Brutouensr 37 GONBHBIX B BO3pacre
or 0 mo 21 roma, nepenecinx anM30ABI OGHOCTOPOHHETO
nin aBycroporHero LIMBP. Beero uccnenosano 62 rua-
sa. 3a snuson LIMBP npunumanu orpesox Bpemenu
¢ momenra guartoctuku LIMBP no nocrrrkenus pemuc-
cuu. Kputepusamu Briarouenus G0oabHBIX B UCCJIEIOBAHUE
6o LIMBP, nepenecennsiii nocae TI'CK, u nposenenue
He MeHee OJHOIO MCCJIeIOBAHUS IIA3HOTO AHA IIOCJe JI0-
CTHIKEHUS] PEMUCCHMU.

Bce Brsrouennsie B paboty 6osbHBIE BO BpeMsl IEPBOrO
snusona LIMBP nonyuunu VIBB ranuukaosupa uiau doc-
kapuera. VBB nposonuinu exxeHenesbHO 10 HOCTHIKEHUS
pemuccun. [octurkeHne pemmccuMM AMATHOCTUPOBAJIU
npu ycranosienun orcyrcrsus JJHK LIMB B obpasue
BOASIHUCTON BJIATM WUJAU/U MOJHOI'O 3a>KUBJEHUS OYATr'OB
ILIMBP npu nomowu odransmockonuu. Kpurepuem sa-
>xkusaenus odaros LIMBP caysxuno orcyrcreue 6enbix
PETHHAIBHBIX BOCHAJMUTEIBHBIX JIOKYCOB IIPAaBHIIbHOM
WU HempaBuIbHOH GopMbl U POpMUpOBaHUE PETUHAD-
Horo pyb6ua. [Tocre nocrtmskenns pemuccun LIMBP 60ab-
HBIX HaOJIIOAAIN MPU MOMOLIU O TAIbMOCKONHUY IJ1a3HO-
ro AHa C MEAVUKAMEHTO3HBIM MUJIPUABOM €XKEHENEIbHO
napaJjielbHO € PYTHUHHBIM MOCTTPAHCILJIAHTALMOHHBIM
MOHUTOPMHIOM, BKJIIOUAIOIIUM B Cebsl er<eHeaeabHbIN
aHAJM3 MJIa3Mbl KPOBM C MOMOLIBIO KOJIMYECTBEHHON MO-
numepasnoii nennoit peakuuu (ITLLIP) na JIHK LIMB.

Peunpus LIMBP puarnocrupoBanu npu nosiBieHun
HOBBIX XapaKTEPHbIX PETHMHAJIBbHBIX O4aroB 0eJsioro ise-
Ta MPaBUJIBHON WM HenpasuibHOU (opmbl U Bepudu-
nuposaau npu nomowmu [11[P obpasuna sHyTpurnasnoit
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skunkoctu (BI'2K). Boabsusie ¢ pennausom LIMBP noay-
vyasiu HOBbIM Kypc VIBB nporusoBupycHsix npemnaparos.
B cayuasix 0HOMOMEHTHOIO BBEEHM I IIPOTUBOBHUPYCHO-
ro npemnapara B crekjgoBuaHoe teso u Basstust BI'2K us ne-
peaHeil kamepsl, cHauyaua nposoauau VIBB, a morom —
Bastue BIJK. VIBB mnporusoBupycusix mnpenaparos
NPOBOAMJIM B ONEPALMOHHON MPH MOMOIIM MHUKPOCKONA
«OPMI Lumera 700 Carl Ziess». Ha 11 uacax ycnosnoro
uudepbaara B 4,0 mm or TUMba POroBUIbI KOHBIOHKTU-
By cmemasu Ha 2,0 mm napassensao aumby. [lapauenTes
CKJIEPBI TPOBOAMJIM MPU MOMOLIU UriIbl kaaubpom 32 Ga.
WNrny ycranaBnueaau nox yriaom 15° k mosepxHoCTH
KOHBIOHKTHUBBI, nocse npoxoxkaenus 1,0 mm, yron Bxo-
skpenns ursl meHstin Ha 90°. [Tocne Busyanusaumm urisr
B IPOCBETE 3pavyKa BBOAMJIM JIEKAPCTBEHHBIN Npenapar
B obbeme 0,1 ma. Cpasy nocse BBeieHM s TPOTHBOBUPYC-
HOTrO Ipenapara B CTEKJIOBU/IHOE TEeJIO IIPOBOANIIU B3SITUE
BI2K B o6beme 0,1-0,2 ms1 u3 nepenneil xamepsl riasa
Jyepes napaleHTes B TMMbOaIbHOI 30He POrOBUILBI TPU TIO-
mommu mmpuna 2,0 ma u uraer kanubpom 32G.

Uccneposanue 6b110 006peHO HE3aBUCUMBbIM JIOKAJb-
HbeiM Tudeckum komuterom DOI'BY HMUWL[ AI'OU
um. 1. PoraueBa» Munsgpasa Poccun.

Cmamucmuueckuii anaaus. Jlns marematudeckoil 00-
paboTKu MOyueHHOro MmaTepuaJia Oblia UCIOJb30BAHA
METOMOJIOTUSI aHAJN3a 0eCCOOBITUMHON BBIXKUBAEMOCTH,
B KOTOPOii B KauecTBe COOBITHMSI B3STO pa3BUTHE PelU-
nuBa LIMBP. Llensypuposanune nabnronenuii, e sasep-
LIMBIIUXCS PASBUTUEM PELUAMBA, IPOUCXOAUIIO 10 JaTe
nocseaHero Busura. Ha kaxablli BpeMeHHON OTpe3OK
¢ momenra guarHoctuku pemuccuu LIMBP cocrasnensr
KPHBBIE KyMyJISITUBHON BEPOSITHOCTH PA3BUTHSI PELIUANBA
peTuHOHeKpo3a Ha ocHoBe KpuBbix Kamnana — Meitepa
nJis Beelt BBIOOPKM GOJIBHBIX B pasOHMBKe MO OTHE/bHBIM
rpymnam GoJbHBIX WU 9MIU30/I0B, & TAK KEe B 3aBUCHMOCTHU
OT PasJIMYHBIX APAMETPOB, U3MEPEHHBIX HA MOMEHT Ha-
yasa HabJIIOleHus, TO eCTh NMepPBOH AUATHOCTUKU PeMUC-
cun LIMBP. CpaBrenne nosy4eHHBIX KPHUBBIX NPOBEIN
npu nomomu log-rank Tecra, a nns onpenenenus srkaana

pasnanunbix pakTOpPOB B pucK passutus penuausa L[MBP
nposenu oueHKy perpeccun Kokca.

Pesysbrars:

B uccnenosanme 6eutu Brmouensr 37 6oapaerx (IIMBP
B 62 miasax), y koropsix Bo3Huk 8l snusoxm LIMBP.
Peuupus passusca y 7 (19%) Gonbueix, u us 81 snu-
sopa LIMBP penupus passuaca B 23 (28%) caygasx.
VY 3 60bHBIX pELMAMB IPOU3OLIEJ Ha OHOM I1a3y, y 4 —
Ha oboux. Vs 62 runas 6es peumausos 6b11 51, ¢ onHum
peuuanBoMm — 6 U Gosiee YeM C OJHUM peLMAUBOM — 5.
Pacnpenenenue snusonos [IMBP no Bospacty Gosnbubix
npeacrasieHo B Tabaune 1.

Pacnipenesnienne GobHBIX O MOJLY BBIMJISLENO CIIEAY 0~
mum obpazom — 23 (28,4 %) >xenckoro noaa u 58 (71,6 %)
my>kcKoro noJsa. Pacripesesienne 60IbHBIX 0 OCHOBHOMY
3ab0sIeBaHUIO TIPEACTaBIEHO B Tabaune 2.

Pacnpenenenne snusonoB mo ux AJUTENBHOCTH TpPE/-
craByieHo B Tabauie 3.

Pacnpenenenve snusomos LIMBP no maxcumansuoit
xonuentpanuu JJHK LIMB Bo BI'2K 3a snuson npencras-
JieHO B Tabmaure 4.

Pacnpepnenenne snusonos LIMBP no nocnennemy sua-
ugenuio pegyasraros I[P BI'JK sa snuson npencrasieno
B Tabaune 5.

nurenbHocTh HABMIOAEHUS C MOMEHTA JOCTUYKEHU Sl Pe-
muccuu LIMBP B nenom u B 3aBucumocru or passurus
LIMBP orpaskena B rabnnue 6. B rpade «peunans» npen-
cTaBseHbl AaHHble 00 uHTepBase no peuuausa LIMBP,
KOIJia peuuauB npousoes (KOJIM4ecTBO anusonos 23).
B rpade «uensypuposanue» nokasaHsl JaHHbIE O Bpeme-
HU HaOJIIOeHU S B TeX BMU30/1aX, MOCJIe KOTOPbIX PEeLU/IH-
Ba He ObL10 (KonmuectBo anusonos 58). B rpade «Bcero»
OTpa’keHO Bpemsl HabJIoieHus Beel rpynmnbl (KOIM4ecTBo
snuszonos 81).

Onpedenenue KyMYyasumusnoil 6eposmuocmu pa3sumus pe-
yudusa [[MBP. Bepositnocts passutus peuunusa [[MBP
OblLIa MAaKCMMAaJIbHOM B TeYeHUe MepBbIX 8 Hefesb MmocJe
perucrpanun pemuccun. lllecrs (26%) peunansos pas-

Ta6nauua 1. Pacnpepenene konmuectsa anmsonos LIMBP & sasucrmoct ot Bospacta 6onbHbIX
Table 1. Distribution of cytomegalovirus retinitis (CMVR) episodes depending on the patient age

Bospacr, roasl

12-15 15-18

Age, years
Konuuecteo anusogos LLMBP
Number of CMVR episodes

Tabnauua 2. Pacnpegenenve snusonos LIMBP no ocrosromy anartosy
Table 2. Distribution of CMVR episodes by main diagnosis

Snusogb LLMBP

OcHogHoe 3abonesanne / Main disease

CMVR episodes Onkoremaronoruueckue 30601'.IeBGHMSI Mmmyroseduuutel  Annasmm kposeTsopeHms
Hematological malignancies Immunodeficiencies Hematopoietic aplasia
Konuuecteo anusopos LLMBP 45 o] 15
Number of CMVR episodes
Pacnpepenenue anuzopos o o 0
Episode distribution 32,0% 259 % 185%
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Ta6nuua 3. Pacnpenenenue anusonoe LIMBP no pnutensHocTy
Table 3. Distribution of CMVR episodes by duration

InutenbHOCTb 3NM30AQ, HEAENM
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12-16 16-20 20-24 24-28

Episode duration, weeks

Konuuecteo anusopos
Number of episodes

Ta6nuua 4. Pacnpenenenve snusonos LIMBP no koruentpaummn JHK LIMB so B X 3a snuson
Table 4. Distribution of episodes of CMVR according fo the concentration of CMV DNA in the intraocular fluid per episode

Makcumansroe sHadenme MLUP BMNX sa snuson

0-1999 2000-9999 10000-49 999 >50000

Maximum intraocular fluid PCR value per episode

Konunuectso anusogos
Number of episodes

Tabnuua 5. Pacnpenenenue snusogos LIMBP no nocneanemy sHadenmio pesynstatos MNP BIK sa snmson
Table 5. Distribution of CMVR episodes according to the last value of intraocular fluid polymerase chain reaction results for the episode

MocnepnHee 3navenme MUP BINXK 3a snnson LLMBP HeT aaHHbIX 0 Bonbwe O (HeHynesbie 3HaueHUs)
Latest intraocular fluid PCR value for the CMVR episode No data Greater than O (non-zero values)
Konunuecrso anusogos
Number of episodes 2 69 4
Pacnpepenenune anusopos o o o
Episode distribution 02% 852% 8.6%

Ta6nnua 6. Bpema nabnioperns ot pemmccun LIMBP B uenom v 8 saeucumoctv ot nepeoro cobuitus
Table 6. Observation time from remission of CMVR in general and depending on the first event

Bpems Habniopenuns ot pemmceun LULMBP po peumpmsa

LIMBP/ueH3ypupoBaHus, B Hepensix Peunpne LULMBP (N=23)  LeHsypupoeraHue (N =58) Bcero (N = 81)
Observation time from CMVR remission to CMVR relapse/  Relapse of CMVR (N = 23) Censoring (N =58) Total (N = 81)
censoring, in weeks
Meguana / Median (Q1; Q3) 70(5,1: 8,1) 72 (3,4; 151 70 (4,0; 14,7)
Cpeanee (CO) /Mean (SD) 109 (11,7) 10,1 (8,4) 10,3 (9,4)
Pas6poc / Range 3,1-46,0 1,0-34,7 1,0-46,0

Mpumeuanmne: N — uncno 6onbHbix; Ql, Q3 — nepsbiit u Tpetuin kaptunu; CO — cTaHAAPTHOE OTKNOHEHMUE.

Note: N — number of patients; Q1, Q3 first and third quartiles, SD standard deviation.

BUJIOCH B MHTepBaJie 8—44 Hefenn OT KOHCTaTALIMN pEMUC-
cum.

Sasucumocmes  KYMyaamusnotli — éepoamiuocmu  peyuduéa
L[MBP om nora. I'pynnsl majab4mKOB M I€BOYEK, BOLIE-
LIMX B TPYIILy UCCJIEAOBAHUS, 3aMETHO OTIMYAJIUCH APYT
OT /pyra Mo KOJMYeCcTBY OOJBbHBIX U MO CpoKam Habuio-
nenust. Kymynsartusnas BeposiTHOCTB pasBuTust penu-
AVBa PETHMHOHEKpO3a B rpymme aesouek cocrasuuaa 20%
4yepes 7 HefleJIb [IOCIIe JOCTUIKEHUSI PEMUCCHU U HE YBeJIH-
yuBasack B ganapHeiimem. Cpok HabsofeHus B 60abIINH-
CTBe CJlyvaeB COCTABUJ MMUHUMYyM l6 Hemesb ¢ MOMeHTa
pemuccun. B rpynne masbumkoB KymynsTUBHAsE BEPOST-
noctb peunnansa LIMBP gepes 8 nenesns nocsne pemuccun
npubaunskanacs k ormerke 40 %, k 60% — vepes 26 negenn
u k 80% — uepes 40 nemens. 3aBUCMMOCTD KyMyJISTUB-
Hoit BepositHoctu peuuausa LIMBP ot nosa 6onbhoro
npeacTaBieHa Ha pucyHke 1.

Sasucumocme seposmmocmu  peyudusa
L[MBP om esospacma. Bce GonbHble ObIM pacnpepese-
Hbl Ha 4 rpynns: menee 2 set, 2-4 ropa, 5-9 ner u Go-
see 10 ner. B muanwmeit BospactHoil rpynme peuunpu-

KYMYAAMUBHOL

BOB HE 6I)IJIO, Jamie BCEero penuauBbl AMATHOCTUPOBAHbBI
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B CTaplueid rpymnme. 3aBUCMMOCTb KyMyJISITABHOMN BEPOSIT-
HOCTHU peluauBa PETMHOHEKPO3a OT BO3pacTa IpeacTaB-
JIeHa Ha PUCYHKe 2.

Sasucumocmos  Kymyaamuenoi  sepoammnocmu  peyudusa

I[MBP om ocnosnozo duaznosa. Bonvubie Gbuim paspede-

&
100%
Z 2
g8 0% pe021
)
s ™
E § 0%
20
'2 § 0%
& %
E3
0%
&3
R e
© 20%
g2
E S 10%
S o%
E‘G o 4 8 2 "® 20 u 2 n » «® “
> : . |
= e Bpewms ot pemuccur LIMBP, en / Time from CMVR remission, weeks
- ” " 0 3 1 ° ° ° ° ° °
- s “% » " ” " 7 4 3 2 2 1

- e =+ Myx
Female Male

PucyHok 1. 3aBUCHMOCTL KyMyTSTUBHOM BEPOSTHOCTH passuTvs peuviavea LIMBP ot nona
Figure 1. Dependence of the cumulative probability of developing a relapse of CMVR
on gender
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Crmrdative probability of CMVR relapse
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PucyHok 2. 3aBMCUMOCTb KyMyNSTUBHOWM BEPOSTHOCTW passutus peunavsa LIMBP
OT BO3PACTA

Figure 2. Dependence of the cumulative probability of developing a relapse of CMVR
on age

p=0013

Crmudative probability of CMVR relapse
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PucyHok 3. 30BMCUMOCTb KyMYNSTUBHOM BEPOSTHOCTU pa3BuTHs peunansa LIMBP
OT [AUTENEHOCTH €r0 NEPBOTO MU3OAT

Figure 3. Dependence of the cumulative probability of developing a relapse of CMVR
retinitis on the duration of the first episode

HBbl Ha 3 IPyIIbI 0 OCHOBHOMY AMATHO3Y: remMobsacTo-
3bl, IEpBUYHbIE UMMyHOAepUIUTEI U aHemuu. B rpynne
NEPBUYHBIX MMMYHOAE(MULUTOB PELUAUBOB BBISIBJICHO
He 6bL10, 0bTATBEMOTOTUYECK U MOHUTOPUHT MPeKpaIia-
au ¢ 4-it no 24-10 Hepes 10 MOCIIE OCTUIXKEHUSI PEMUCCHM.
B rpynne remo6aacrosos peuuausst [IMBP dbuxcuposa-
au ¢ 3-i1 no 15-10 nepenro. B rpynne Gonbubix c anemusimu
u ummyHopepuMTAMU HaUbOsblIEe KOJTUYECTBO Pelu-
AMBOB JNarHOCTUPOBAHO ¢ 4-i1 no 44-10 Hepe10 ¢ MOMeHTA
Hacrymenus pemuccuu LIMBP.

3asucumocme KYMYAAMUSHOL 6EPOAMHOCINU  PAZGUMUL
peyudusa I{MBP om unmepsara om navara aewenus do do-
cmuncenus pemuccuu. B sapucumoctn or Bpemenu rede-
nus snusona LIMBP no noctusxenus pemuccuu 60sb-
Hble ObLIM pasieseHsl Ha 3 rpynnbl: meHee 4 Hepmesb,
4—-8 nepenn u 6oaee 8 nepenn. Cpenu rtex, y Koro nepsbrit
snuson LIMBP pauncs menee 8 Hemenb, HauboabIIEE KO-
JIMYECTBO PELUIANBOB IIPOUBOLIIO C 3~ 11O 7-10 HEHEJIIO
[OCJIe KOHCTATALlMU PEMUCCUM, U NPEKpalleHne MOHU-
TOpUHTa ObLIO BO3MOXHO ¢ 8-if o 24-10 Hepesto nocie
KOHCTaTauuu pemuccuu. B rpynne GosnbHBIX, y KOTO-
pobix nepsbiii anuson LIMBP nmuaca ot 4 no 8 nepneans,
peuMANBLEL BCTPEYAIMCh 4alle OCTaJbHbIX. B rpynme
GOJBHBIX C [JUTEJBHOCTHIO MEPBOro 9MHu3oaa Oosee
8 Hepenpb penuausel npoucxoansau ¢ 4-it no 25-10 Hene-
JI0, M TpeKpalleHue Hab/I0AeHUs ObLJIO BO3MOYKHO
¢ 9-#1 no 36-10 HEAE 10 OT LOCTUIKEHU ST PEMUCCHH 10 IIEP-
BOMY SIIM30AY. 3aBUCUMOCTb KyMYJISITUBHON BEPOSITHO-
cru passutus penuausa LIMBP or pnurensnocru ero
[EPBOrO SMU30Aa NPEACTABIEHA HA PUCYHKE 3.

3asucumocms KYMYAAIMUGHOL BEPOSMHOCIUL PAIBUMUA pe-
yudusa L[MBP om makcumanrsnozo 3nawenus Konyenmpayiu
JHK I[AB 60 BIVK. Bonbuble 6b11n pasaenens Ha 2 nos-
rpynmnel: 60JabHbBIE, Y KOTOPBIX MAKCUMAJIbHOE KOJTMYECTBO
xormmit JIHK LIMB Bo BI'2K 3a nepsbiit antmson LIMBP
npesocxoanio 2000 xonuit LIMB/mu, u 601bHbIE, y KOTO-
poix makcumasnbaoe snadenue [11[P BI'K 6bu10 menbiue.
3aBUCUMOCTb KyMyJISITUBHON BEPOSITHOCTH Pa3BUTHS Pe-
nuausa LIMBP ot makcumanbabix snauenuit [T11LIP BI'2K
B [IEPBOM 9I1U30/ie NPe/CTaBIeHa Ha PUCYHKe 4.

3a6ucumMocms KYMYASAIMUSHOL BEPOAIMHOCIUL PASGILINUAL pe-
yudusa I{MBP om snauenuii IHI[P BIVK na momenm npexpa-
wenusn MBB. Bonbuble Obin pasiesieHbl Ha 3 TPYTIBE:
1 — Goabnble, y koTopbix HeT nHpopmanuu o [TLIP BI'K
U pelleHUst O INpekpalieHuu uau npogosnxenun VBB
HNPOBOAUJINCH HA OCHOBAHUM Pe3yJIbTaTOB O(PTaIbMOCKO-
nuu; 2 — GosbHbBIE, Y KOTOPbIX HA MOMEHT MpPEeKPAaleHUs!
VBB 6bi1a nocturnyTa nosHasi HeraTMBU3alUsi Pe3yJib-
raros [1L[P BI7K, 3 — Gonbuble, y koTOpBIX 9TOT napa-
metp Ha momeHT okoH4YaHust VIBB ocraBasncst nenyneBbim.
Yepes 5 Hemenb mocsie AMArHOCTUKY PEMUCCUU B IPyIIIe
6onbHbIX 6e3 peayabraros [1LIP BI'K kymynarusnas se-
positnocts peuyausa LIMBP cocrasuna 60%, ¢ nenyie-
Boimu peayabraramu — 509, ¢ HyseBbIMU 3HaUeHUSIMU
Ha MOMeHT muarHoctuku — 15%, omHako crarucruye-
CKOM 3HAYMMOCTH 9TH Pa3JUuMs He JOCTUTaIU. DosbHble
M3 TpyNnbl C HYJIEBBIMU 3HAYEHUSIMU HAXOMMJIKCH
nop HabJoleHeM [10JIblle BCEX, U PELMAUBbLI (PUKCUPO-
Banuch f0 44-i1 HemenM mocse HACTYIUIEHUSI PEMUCCHM.
3aBUCUMOCTb KYMYJISTUBHOM BEPOSTHOCTH PeELUANUBA
LIMBP or snauenunit [TLIP BI'2K na momenT quarsocruku
PEMUCCUY NIPEACTABIIEHA HA PUCYHKE D.

Jlns Toro 4TOObBI ONpefeauTh BKJAJA KajXX[0ro U3 uay-
yeHHbix dakTOpoB B puck passutus peuuausa L[MBP,
nposenaeHa oueHka perpeccun Kokca co cremyrommmu
OOBACHSIOIMMH NepeMEHHBIMU:
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BO3pacT OOJIBHOTO HA MOMEHT [JOCTUYKEHUSI PEMUCCUUN
IIMBP, roasr;

. IMTENBHOCTH npeawectBoBaswero snusona [[MBP,
rpynnst: 10 4 Henens, ot 4 1o 8 nenenn, 8 Hepens u Gosbiue;

- peayasrar [1L1P BI'2K na moment npexpawmenus VBB,
rpynnst: 0, Gosbie 0 1 HeT JaHHBIX; B NOCJEHEM CIyYae
peurenre o npexpamenun VBB npunnmasnocs Ha ocHosa-
HUU 0P TATHMOJIOTHYECKOTO OCMOTPA;

HOBasi BOJIHA LIMTOMETAJIOBUPYCHOM BUPEMUM — ITO
3aBHCHMMAasi OT BDEMEHM NepeMeHHast, IPUHMMAIOIIast 3Ha-
yenue 1, ecnu B paccmarpruBaemblil MOMEHT MOCJIE PEMMUC-
cuu LIMBP y GosnbHoro ciayuunnace HoBast BoaHa nHpeK-
uun, u 0 — B mpoTuBHOM ciyuae.

CrangapTHble OWMOKM KJACTEPU3OBAaHBI IO  JlaH-
HBIM, IOJLYYEHHBIM OT Ka>KJOro IVIada IO OTAEJIbHOCTHU.
W Brarouennoro B ouenky perpeccun Koxkca 81 snusona
B 22 ciydasiX leH3y pPUPOBAHUIO WJIM PELUANBY HpeLIe-
cTBOBaJIO Hayao HoBoi Bosubl LIMB-undexuuu, us nux
B 8 cayuasx cayunics peuuaus LIMBP, B ocranbubix —
[0 TIOCJIEHEr0 BU3UTA OOJBHOrO MOBTOPHOIO PAa3BUTHS
LIMBP sadukcuposano ne 6ouro. [lanusie no spemenu
OT HayaJjla NepBOH HOBOM BOJIHBI I/IH(beKLII/II/I [0 peuuau-
Ba [IMBP/uensypuposanus npeacrasiensl B tabauue 7.
B nannoii Tabnuue npeacTasiaeHbl faHHbIE O BDEMEHU Ha-
Gur0/1eHM ST GOJIBHBIX C MOMEHTA BEPU(PUKALIMN HOBOH BOJI-
uel LIMB Bupemun. B rpade «penmaus» npencrasienst
JAHHBIE O BPEMEHH, KOIa peuuaus mpowusolres. B rpa-
de «ueHsypHupoBaHMe» MOKAa3aHbl AAHHBIE O JJIUTEIBHO-
ctu Habmonenus (o nocaenneil odransbMockonum) y Tex
6OJBHBIX, Yy KOTOPBIX PELUAMBA B TeYeHUE MEepPUOAa Ha-
6Jsit0ieHU ST He Pa3BUJIOCh.

Pesynprarsr onenkn perpeccun Koxca npencraBiienb
B Tabaune 8. B npasom crosbue nmokasaHwl kareropuu,
SBUBIIMECS] 0OBEKTOM HCCIIeI0BaHMsl, U pedepeHTHbIE Ka-
teropuu. Bo Bropoii rpade npencrasiens qaHHble COOT-
HOLIEHMS] PUCKOB MEX/Y 9TUMU KaTErOPUSIMH, & B TPETh-
eii rpade — ypoBeHb 3HAYMMOCTHU MOTYUYEHHBIX JAHHbIX.

Takum obpasom, cornacHo HaHHON Mojenu Haubosee
CHMJIBHO KOPPEJMPOBAJM C BEPOSTHOCTBIO Pa3BUTUSL pe-
nuauBa Gosee crapiinii BO3pacT OOJBHBIX, HEHYyJIEBbIE
snauenus [P na [ITHK LIMB so BI'2K na momenT xon-
crarauuu  «odrasbmosoruyeckoit» pemuccun L{MBP
u aaurensHocts snusona LIMBP 4-8 nenens B cpasne-
HUU C boJiee ¥ MeHee AJIUTeIbHbIMU SITU300aMH.

OGcyxpaenne

B nacrosimeit pabore onpeseseHa 3aBUCMMOCTD BEPOSIT-
Hoctu passutus peunausa LIMBP ot Bospacra 601bHOTrO,
€ro OCHOBHOTrO Auartoaa (remobs1acTos, aHeMUSsl, UMMYHO-
nepUUUT), MAIUTETBHOCTH MPe/IIeCTBOBABIIETO JMU30/Aa
LM TOMEraJOBUPYCHOIO PETMHOHEKPO3a, KOJMUYECTBEHHO-
ro snavenus [ILIP BI'2K na moment npexpawmenus cepun
VBB nporusoBupycHbix npenaparos u oT aKkTa HOBOI
BOJIHBI BUPEMUM, BbIsiBJIeHHOU 1o peunausa [[MBP.

Koaddunuent pucka passurus penuausa LIMBP, cea-
3aHHBIN C BO3PACTOM OOJILHOrO, ONpE/ieIeHHbIA B pe3yJib-
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Figure 4. Dependence of the cumulative probability of developing a new episode of
CMVR on the maximum values of PCR of the infraocular fluid in the first episode
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Figure. 5. Dependence of the cumulative probability of CMVR relapse on the values of
PCR of the intraocular fluid at the time of remission diagnosis

tare oueHku perpeccun Kokca, pasasercs 1,16, uro moxx-
HO MHTEPIPETUPOBATh KaK CJIa0OBBIPAKEHHYIO MPIMYIO
saBucumocTs ¢ yuerom sHadenus p = 0,005. Ananusupys
[OJIyYeHHbIE AAHHBIE, YCTAHOBJIEHO, YTO BBISIBJIEHHAS 3a-
BUCHMOCTb OT BO3PAcTa CBSI3AHA C OCHOBHBIM AUAarHO30M
GosbHOrO, T.K. MequMaHa BO3pacTa OOJBHBIX Temobusa-
CTO3aMM Y AHEMUSIMU HAMHOIO IPEBOCXOAMJIA MEAUAHY
Bo3pacta 60JbHBIX ¢ ummyHoaeduuuramu. Y GoJbHBIX
¢ ummyHoznedULUTAMYU He ObLIO BBISIBJIEHO HU OAHOTO pe-
nuausa [IMBP.

I1pu ananuse xoaddpunyenTa pucka pasBuTus peruam-
Ba [IMBP, csizanHoro ¢ pesynpraramu KoamdeCcTBEHHON
ITIP BI”K na moment oxkonvanus kypca IBB nporuso-
BUPYCHBIX IPENapaToB, OLEHUBAJIM T€ KATErOpuu 00Jib-
HBIX, y KOTOPBIX He ObLIO MOJHOM 3JIMMUHALMY KOMTUI BU-
pyca us BI'2K, u Tex 601bHbBIX, y KOTOPBIX He OBLIO JAHHBIX
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Tabnuua 7. JanHbie No BpemeHu OT Ha4Yana NepBoil HOBOM BOMHbE LMTOMErANOBUPYCHOI uHdekuumn no peunarea LIMBP / uensyprposarus
Table 7. Time data from the beginning of the first new wave of cytomegalovirus infection to the recurrence of CMVR / censorship

Untepean ot nepeoro axs LIMB-enpemun po peumnansa/
LLleH3YPHUPOBAHMUS Peunaue LUMBP & Hegensx (n=23) LiensypuposaHue B Hegensx (

CMVR relapse in weeks (n =23) Censoring in weeks (n =58)

Time from the onset of the first episode of CMV-viremia
to relapse/ censoring

Meauana / Median (Q1; Q3)

7.3 (3,6; 28,6
16,6 (17,4)
2,0-43,6

Npumeuanue: N — uncno 6onbheix; Ql, Q3 — nepebiit u Tpetuin kaptunu; CO — cTaHAAPTHOE OTKNOHEHME.
Note: N — number of patients; Q1, Q3 — first and third quartiles, SD — standard deviation.

99 (7,2, 16,6)
12,0 (70)
1,3-23,6

CpepHee (CO) / Mean (SD)
Pasbpoc / Range

Tabnuua 8. Pesynstats ouerkn perpeccin Kokea
Table 8. Results of Cox regression estimation

OP (95 % M)
HR [95 % CI] P

1,16 (1,05-1,29) 0,005

MepemeHHas (PedepentHas kateropus)
Variable (Reference Category)
Bospacrt Ha momeHT pemuccumn LLMBP, ner
Age at the time of remission, years

Hanuuune AHK-LUMB Bo BIK Ha MomeHT pemuccumn no gaHHbIM
odranbmockonuu. Het panHbix. PedpepeHTHas kateropua — O

The presence of DNA CMV in HCV at the time of remission according fo ophthalmos-
copy. There is no data available. The reference category is O

16,88 (1,92-148,27) 0,011

OnutensHocte LLMBP no pemuccun — 4-8 Hep. PedepeHnTHas kateropus —
<4 Hep.
The duration of CMVR before remission is 4-8 weeks. The reference category is <4 weeks

8,14 (1,37-48,23) 0,021

AnutenbHocte LUMBP go pemuccun 8+ Hep. PedepeHtHas kateropus <4 Hep.
The duration of CMVR before remission is 8+ weeks. The reference category is <4 weeks

1,74 (0,33-9,20) 0,516

Hosas BonHa uuromeranosupycHon Bupemumn — fla. PepepeHtHas
kateropus — Her
A new wave of cytomegalovirus viremia — Yes. The reference category is not

1,03 (0,41-2,64) 0,043

MNpumeuanue: OP — otHoweHune puckos, 1N — noeeputensHeiii MHTEPBAN.
Note: HR — hazard ratio, Cl — confidence interval.

O BUPYCHOM HArpyske BHYTPHU Ijasa. Peci)epeHTHofx’I Ka-
Teropueil ciayrkusa rpynna GoJbHBIX, Y KOTOPbIX Ha MO-
meHT npekpaiuenus cepuun VIBB nporusosupycHbix npe-
naparos JJHK-IIMB o BI'2K Gonee ne onpenensinace.
Koaddunuenr pucka passutus peuuausay rex 601bHBIX,
y xoropsix He nposoauau [ILIP B Bogsinucroit Baare, co-
crasua 16,88 npu p = 0,011, a y 6onbHbIX ¢ HeHyneBBIMU
pesyJabraramu aToro ucciaeposanus — 2,35 npu p = 0,045.
JlanHble pe3yabTaThl MOXKHO MHTEPIPETUPOBATH KAK 3HA-
quTENBHOE CHMIKeHUe BeposTHOCTH peumnausa L[[MBP
IpU AOCTHMIKEHUM oOrpunarenbHbix pedynsraros [I1[P
BIK B peansnom Bpemenu.

[na onpepenenusi koadduumreHTa pucKa pasBUTHS
LIMBP, cBsizanHOro ¢ HOBOI BOJHOM LIMTOMETaJOBUPYC-
HOU BUPEMMUM, UCCJIEyeMOl KaTeropueii craau GoJbHbBIE,
Y KOTOPBIX Oblia HOBast BOJHA BUPEMUHU NIOCJIE PEMUCCHUU
peTunura, a pedpepeHTHOH rpyNnoil — Te, y KOTOPbIX HO-
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B PE3IOME

BeepeHue. B PO HepocTaTouHO AaHHBIX O NOAXORAX K Tepanmu UCTUHHOM noanumutemmun (MMM) u muenodpubposa (MD),
Q TaKXe HeT MHPOPMALMKM MO OLeHKE 3PPEKTUBHOCTH NIEYEHNS B PAMKAX PYTUHHOM KIMHUYECKOM MPAKTUKM.

Llens: uayunts nogxoas k nevermio 6onbHbix MP (nepsuurbim Muenodubposom (MMD), noctnonmumuremmyeckum mmeno-
dubposom (MMMDP) u noctrpombountemmnueckum mmenobubpozom (MTMD) u UMM) & pyTUHHOM KAMHUYECKOM NPAKTHKE.
Marepuansl u metoabl. B MHOroLeHTpoBOE HEMHTEPBEHLMOHHOE NPOCNEKTUBHOE HOBOAATENBHOE UCCNEA0BAHME BblnK
skmoveHbl 2005 6onbHbix M3 49 uentpos: UM — 1019 (50,8 %), MO — 986 (49,2 %) 6onbHbix. Mayuanu non, sospacr,
AMArHO3, MPOJOMKUTENBHOCTL BonesHu, ctatyc mytaumu rena JAK2 V617F, rpynnbl pucka, KA4ecTBoO XMU3HMU.

Pesynbratel. Meanana sospacta 6onbHbix UM coctasuna 57 ner, M® — 55 ner. Y tpetn 6onbHbix UIM ructonornyeckoe
MccnepoBaHue TpenaHobMonTaTa KOCTHOro Mo3ara He npoeefeHo, npu MP TpenaHobuoncus mernee yem 8 10 % cnydaes
He nposogunacek. [1pu oueHke pucka TpomboTnyecknx ocnoxHermnit MMM tonbko 9,0 % GonbHbIX OTHECEHbI K rpynne Bbl-
COKOTrO pMCKA, OAHAKO TpoMboTuyeckue cobbitus sapernctpuposarbl B 13,7 % cnyyaes. B rpynny npomexyTouHoro-2
u BbicOKoro puckos otHeceHsl 39,8 % 6onbHbix ¢ MP no uHaekcy IPSS n 27,0 % — no unpekcy DIPSS. bonee yem 8 80%
cnyyaes bonbHbie nonyyanu rugpokeukapabammug. Y 76,9 % 6onbHbix M®P 6bin nonyyeH oTBET Npu Tepanmu pyKCONUTUHM-
6om Ha cpoke 60 Mec., HO B KQYECTBE TEPANKMM NEPBOM NMHKUM ero nonyyanm Tonbko 30 6onbHeix M®P. B kavectee Tepanmu
BTOPOM AMHUM pykconnTuHnb nonyumnnun 183 (18,6 %) 6onbHbix MD u 54 (5,3 %) 6onbHbix UIM BO BCEM Mccneayemolt rpyn-
ne. Mpu ananuse npoponxutensHoctn xuskuu 6onee yem 2000 GonbHbix yaanock oueHuts obuyio BeixmsaemocTs (OB)
n 6eccobbiTuiHyio Bbixxmuaemocts (BCB), 6nmskme K aMMAEMMONOTMYECKMM OLEHKAM, YTO CBMAETENbCTBYET O COXPAHSIO-
LLeMCs CNOXHOCTU Tepanuu HonbHbix. [Jons 6onbHbix MP ¢ nporpeccupyiowmm TedeHmnem 3a60neBaHms HGbina CONOCTABK-
Ma ¢ gonen 6onbHbIX, OTBETUBLLUMX HA TEPANMIO A1 BCEX NPENAPATOB, KPOME TEPANUM C PYKCONMUTUHMOOM. McnonbaosaHue
PYKCONMUTUHUOA NO3BOMUIO BOCTUYD PEMMCCHM Y BOMBLIMHCTBA BOMbHBIX.

3aknioyeHue. ViccrnenoBaHe NoO3BOAKMIO OXAPAKTEPU3OBATL PE3YNLTATHI TEPAMMM U KIIMHUKO-AEMOrpadUIecKue oco-
6eHHocTH 6onbHbix MIMH. CylwecTByloT pacxoXaeHns peanbHOM KIAMHUYECKOW NMPAKTUKM C ANrOPUTMAMM OUATHOCTHUKM
M TEPANKM, NPEACTABNEHHBIMA B KITMHUYECKUX PEKOMEHAALMSAX.
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IN ROUTINE CLINICAL PRACTICE IN THE RUSSIAN FEDERATION
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BN ABSTRACT

Introduction. In the Russian Federation, there is insufficient data on approaches to the treatment of polycythemia vera (PV)
and myelofibrosis (MF). There is also a lack of information on the assessment of treatment effectiveness in routine clinical
practice.

Aim: to study treatment approaches for patients with MF (primary myelofibrosis (PMF), post-polycythemic myelofibrosis
(PPMF), post-thrombocythemic myelofibrosis (PTMF)) and PV in routine clinical practice.

Materials and methods. A multicenter, non-interventional, prospective observational study included 2005 patients from 49
centers: PV — 1019 (50.8 %), MF — 986 (49.2 %) patients. Gender, age, diagnosis, disease duration, mutation status of the
JAK2 V617F gene, risk groups, and quality of life were analyzed.

Results. The median age of patients with PV was 57 years, MF — 55 years. In one third of PV patients, a histological ex-
amination of the bone marrow trepan biopsy was not performed; in MF, trepanobiopsy was not conducted in less than 10 %
of cases. When assessing the risk of thrombotic complications in PV, only 9.0 % of patients were classified as high-risk, yet
thrombotic events were reported in 13.7 % of cases. According to the IPSS index, 39.8 % of MF patients were classified as
intermediate-2 and high-risk, while 27.0 % were classified by the DIPSS index. In more than 80 % of cases, patients received
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hydroxycarabamide. 76.9 % of MF patients responded to ruxolitinib therapy for a period of 60 months, but only 30 MF pa-
tients received it as first-line therapy. Ruxolitinib was used as second-line therapy in 183 (18.6 %) MF patients and 54 (5.3 %)
PV patients in the entire study group. Analysis of survival in over 2,000 patients allowed for the evaluation of overall survival
(OS) and event-free survival (EFS), which are close to epidemiological estimates, indicating the persistent complexity of
treating these patients. The proportion of MF patients with progressive disease was comparable to the proportion of patients
who responded to therapy for all drugs except ruxolitinib. The use of ruxolitinib made it possible to achieve remission in most
patients.

Conclusion. The study characterized treatment outcomes and clinical-demographic features of patients with MPN. Dis-
crepancies exist between real-world clinical practice and the diagnostic and therapeutic algorithms presented in the clinical
guidelines.

Keywords: myeloproliferative neoplasms, myelofibrosis, polycythemia vera, thrombosis, diagnostic criteria, trepanobiopsy, targeted therapy, treatment efficacy,
survival, multicenter study
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BBenenue

Knaccuueckue muenonponudeparusubie HOBoobpaso-
panus (MIIH) — ucrunnas nonuuuremus (MII), mue-
nodpubpos (MD), sccenuumanpuas rpombouuremus (OT)
00ObeMHEHDbl B FPYIILYy PEAKUX IeMAaTOJOIMYECKUX KJIO-
HaJbHBIX 3a00JeBaHUU C OOLUMMU MaTOreHeTUYeCKUMU
u kmHnyeckumu xapakrepucrukamu [1]. IT nporekaer
C BBICOKMMM TOKA3aTeJsIMU I'eMOIVIOOMHA M reMaTOKpH-
ta, OT — ¢ Tpombonurosom. [lpu aTom 0b6a zabosesanus
XapaKTEPU3YIOTCsS BBICOKMM PHUCKOM CEPbE3HBIX CepAed-
HO-COCYUCTBIX TPOMOOTHYECKUX COOBITUI U KpOBOTEYE-
nuii, passutuem M@ (BTOpUYHOro MM MOCTHOIULIUTE-
muueckoro M@ (TTTTM®), nocrrpombouuremMmuyeckoro
MO (ITTM®)), ocrporo muenonanoro netikoza (OMJI)
WJIU IPOTPECCUHM C TPUBHAKAMU MHUEJIOUCIIACTUYECKOTO
cungpoma (MZIC) [2]. Bonbusie M®D, UIT nin OT ume-
10T GoJlee BBICOKUI PUCK CMEPTH 10 CPaBHEHUIO ¢ 0buieit
nonyasuuein [3]. K ocaoxxuennam M@ orHocar kposo-
Te4YeHUsl, OPTAJIbHYIO TMIIEPTEH3UIO, MOSIBJIEHHUE OYaroB
9KCTpaMenyJIsIpHOrO remonossa. baacrueiit kpus (BK)
npu MIIH asasercs tepmunanbHOM cragmeil sabose-
Banusa. Puck BK cocraBnser 1-4% npu OT, 3-7% —
npu ITu 9-13% — npu ITMO [1].

MITH moryt anaurensHo nporekars beccumnromuo [4].
Tpomboruueckue u remopparuueckue OCJI0XKHEHUS SIBJISI-
IOTCSI OCHOBHBIMY MPUYMHAMM MHBAJUANBALNY U JIETAb-
ubrx ucxonos coapabix MITH. Hezasucumo or Hososroru-
geckoro BapuanTa 6onpubie MITH crpagaror ot Gosbioro
KOJIMYECTBAa CUMIITOMOB, OMOCPE/I0OBAHHBIX 3a00eBaHNeM
[1, 5]. ITposiBnenusmu 3aboneBanusi MOryT OBITH MUKPO-
cocyauctbie cumnrombl (rosoBHasi 6oJib, IOJOBOKPYKe-
HUe, LIyM B ylIaxX), CUCTEMHBIE NPOsIBIeHUsS (yCTaJOCTB,

HOYHAasl MOTJIUBOCTb, OECCOHHMIA, MOTEPS BECa M JUXO-
pazKa, KO>KHBIH 3y[), CIIJIEHOMEraaus ¢ OOJNSMU B 5KUBO-
Te, IMCKOMQOPTOM B JIEBOM Mopebepbe, 1y BCTBOM paHHe-
ro naceiuenus [1, 5]. Koncruryuunonansusie cumnromer,
onocpenosanusie MITH, okasbiBator BeIpa’skeHHOe Hera-
TUBHOE BJUSHUE HA KU3HDb OOJIbHBIX, TPUBOIAT K 3aMeT-
HOMY CHMKEHUIO MPOMSBOAMTEIBHOCTH TPYAA, TPYAHO-
CTSM B TOBCEAHEBHOM >XU3HU U OTHOIIEHUSX, CBSI3aHbI
C SMOLMOHAJIBHBIMU MPObJIEeMamMu, BKJIIOYAs [ENpPecCHUIo
u Tpesory [3, 6-12].

NHucTpymeHTOM U151 MOHUTOPHHTA KIMHUYECKHUX CHMII-
tomoB y Gonbubix MITH cayskur onpocumx MITHIO,
KOTOPBIM NpeacTaBJsieT CcODOIl eXkeHeIeJbHO 3aToJIHsIe-
myto GosbHbIM Opourtopy. BonsHomy npepocraBisiercs
BO3MO>KHOCTb CAMOCTOSTEJNbHO PACCYUTBHIBATH OOLIMI
peaynbrar oueHku cumnromos. [Ipumenenue onpocuuka
MPHI10 umeer 6osbl10€ mpakTHUYeCKoe 3HAUEHUE: MO3BO-
JISIeT B YCJIOBUSIX peaJbHOU KJIMHMYECKOM MPaKTUKH OCYy-
IECTBJISATh MOHUTOPUHT aKTyaJbHbIX POobsemM 6OIBHOrO
Ha OCHOBAHMM WHQOPMAIMY, IOJYYEHHON HATPIMYIO
OT HEro, UCIOJIb30BAHUE AAHHBIX ONPOCHUKA BO3MOXKHO
[J151 OLEHKH KJIMHUYECKOro OTBeTa Ha Tepanwuio [2—4].

B nocnennue roabl 1OCTUrHY THI 3HAYUTENIbHBIE YCIIEXU
B IIOHMMAaHUM OCHOBHBIX INeHETUYECKMX M3MEHEeHUMH, KO-
Topsie nexxar B ocHose naroreneza MIIH, B wactHoCTH
oTkpbiThl myTanuu B renax JAK2, MPL, CALR [13-15].
Myrauuu npuBOAST K aKTUBALMM IIyTH CUTHAJBHBIX
rpancaykropos (JAK/STAT) wu axrusaropos Ttpanc-
KPUIIIMM, 4YTO BefeT K HEKOHTPOJIUpyemoil mnposude-
pauuu u nuddepeHIMPOBKE TeMOMOITUYIECKUX KJIETOK
[16]. MyTauun B reHax OonpemessiioT Kak KJIMHUYECKHE,
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nabopaTopHble ocobeHHOCTH 3abosieBaHUs, TaK U MPO-
rHO3, MOTYT OBITh MCHOJB30BaHbl KAK MHULIEHU AJISl Pas-
paborku nexkapcrsennbix cpeacts [4, 17, 18]. Myrauuio
B rene JAKZ soiasasior y 97 % Gonbueix U1, 56 % — OT,
50% — ITM® [13].

TakTuka neuenusi Gasupyercss Ha ONpeJeJeHUN WH-
AVBUAYaJIbHOTO IIPOrHO3a IOCJE yCTAHOBJIEHUS TOYHO-
ro noszosornveckoro Bapuanta MITH. C uensio onenku
npeanosaraemor BepkuBaemoctu npu M@ ucnoassyior
Takue MHAEKCh, kKak MerxyHapogHas nmporaocruueckast
cucrema ouenku (IPSS), cniunamuueckasn» [IPSS (DIPSS)
nau DIPSS-plus, onenka nannunsa koHcTHTY HMOHAIBHBIX
CHMIITOMOB BKJIIOY€HA B AAHHBIE IPOrHOCTUYECKHUE WH-
nexcsl [13-15, 19-21]. B cayuasax VI u OT rpynmny pucka
TPOMOOTUYECKUX OCJIOKHEHUI ONPEeJsIOT 10 OLEHKe
TaKUX KPUTEPHUEB, KaK BO3PAcCT, TPOMDOO3bl B aHaAMHe3e,
cepaeuHo-cocynuctoie dpaktopsl pucka [1-3, 22].

EnuncTBeHHBIM M3/I€UUBAIOIIMM  METOIOM JIeUeHU s
G6onbubix M gaBnsercs TpaHCHIAHTALMS AJJIOT€HHBIX

(anno-TI'CK).

YuursiBasi 3HaYUTENBHBIN PUCK CMEPTHOCTH, CBSI3aHHBIN

FeMOIIO3TUYECKUX CTBOJIOBBIX KJIETOK
¢ anno-TI'CK, ee npumensior y 6Gombubix MD rpynn
PUCKa HNPOMEXYTOYHBIN-2 U BBICOKUI IPU OTCYTCTBUU
POTHUBOIOKA3aHUH, 00YCJIOBIEHHBIX COMATUYECKUM CTa~
Tycom G6osbHOrO, bruosornyeckumu ocobeHHocTIMH 3260-
JIeBAHMUSI.

[Tossnenne pyxconmtunuba, naruburopa JAKI/JAK?Z,
NPUBEJIO K U3MEHEHUIO MapafgurMbl JIEYEHUS OT Iasiva-
TUBHOI IIOMOLIY, HANPABJEHHONW Ha CHMIKEHHME PUCKA
TPOMOOTUYECKUX OCJOXKHEHUH, K BO3AEHCTBUIO HA KJIIO-
4eBOoe 3BEHO NaToreHesa W moaudukanuu camoro 3abo-
neBanusi. KOHTPOIb KOHCTHTYLMOHATBHBIX CHUMIITOMOB,
cumxenune siausaus MITH na xasecrso >xmusuu paccma-
TPUBAIOTCS KaK OJHA U3 OCHOBHBIX Lieselt neuenus [4, 5].

Ilesns nacrosiiero ucciefoBaHUST — M3YYUTH IOAXO-
abt k sgedenuto 6oabubix MD (nepsuunsiit MO, TTTTMO,

IITM®) u NII B pyTHHON KIAMHUYECKO IPAKTHKE.

Marepuaiibr 1 meTonbI

B mMHOroueHTpoBOE HEMHTEPBEHLMOHHOE MPOCHEKTUB-
Hoe HabJIoaTebHOE MCCJeOBAHME OBIJIM BKJIIOYEHBI
2005 Goabubix. Kpurepusimu BriItOYeHMs ObLIM: MUCH-
mMeHHOe MH(OPMUPOBAHHOE coryiacue GOJBLHOrO Ha ydJac-
THE B uccje0BaHuu, Bospact 18 set u crapiue; GosbHbIe,
KoTopeiM B coorBercTBum ¢ kpurepusmu BO3 2016 [1]
ycranosieH guaraod M@ (8 Tom uncie MDD, passusiunmii-
ca xak caeacrsue VIIT nnmn OT) wau I, npu koropoit
TpebyeTcss KPOBOILyCKaHMe /ISl KOHTPOJISI FeMaTOKPHUTA;
GosbHBIE, Y KOTOPBIX 00LIasi OLEHKAa CUMITOMOB OoJee
20 mo ompocuuky MITH-10 [23] unmn y xoropsix ouen-
Ka XOTsI ObI OJHOIO OTAEJHHOIO CHUMIITOMA COCTABJISIJIA
5 u Gonee GasnoB; GoJbHBIE Oe3 3JI0KAYECTBEHHBIX HOBO-
o0OpazoBaHUil U/UAU XPOHUYECKUX 3ab0JIeBAHUN, 3HAUU-
TEeJIbHO BJIMSIOLIMX HA KAYECTBO XXUBHU U €€ OXKHUAAEMYIO
npoposkuTeabHocTh. Kpurepusamu uckiatouenus 6puim:
y4actue GOJBHOrO B KAKOM-TMOO MHTEPBEHIIMOHHOM KJIH-
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HUYECKOM UCCIIeI0BAHUH, JI0O0e COCTOsTHUE CyOBheKTa nc-
CJIEIOBAHUsI, KOTOPOE, [10 MHEHUIO BpPada-UCCJIeA0BaTeIs,
MOIVIO NPENSTCTBOBATH 3aBEPLIEHUIO MCCJIEAOBAHUS B CO-
OTBETCTBUU C NPOTOKOJIOM (HECTIOCOOHOCTD MOANUCATD UH-
dbopmuposaHHOe cornacue, HaJUuMe NCUXUYECKUX 3260-
JeBaHUH, HeaeecrocobHOCTh U npouee). B uccnenosanun
npunsiin yuactue spaun us 100 uenrpos 8 PD, 6onpuimn-
crBo bompHBIX (1885 (94 %)) GbLTM BKIIOYEHBI B MCCIEIO-
Banue 49 neHTpamu, B Ka)K/IOM U3 KOTOPbIX ObLIO BKJIIOYE-
Ho G6osee 10 GonpHBIX.

Wccnenosannem He ObLIM NMpefycMOTpPeHbI 00s3aTeNb-
Hble BUBUTBI DOJIBHOTO K Bpavy-MCCIIEAOBATEINIO, JaHHbIE
CObOMpasM C MOMOIIBIO BJIEKTPOHHBIX (POPM HHIUBUILY-
AJIBHBIX PErMCTPALMOHHBIX KapT, KOTOPbIE 3aIOJIHSIN
[PU Ka’>KOM BU3UTE OOJIBHOIO K Bpady-MCCJIE0BATEIIO,
HO pe>xe, uem ofuH pa3 B 3—4 mecsaua. Mccnenosanue na-
gasock B fexabpe 2021 r., sakpbiTue 6a3bl BAHHBIX OBLIO
npousseneno B Hosiope 2023 r. [1pu nepsonayanbHoM BHe-
CEeHUM CBEJEHUH [JOKYMEHTHUPOBAJIHU AeMOrpaduyuecKue
XapaKTepUCTUKHU bOoJbHOrO, AaHHble 0 dase 3aboseBaHUs
Y IPOrHOCTUYECKOHN IPyIIe PUCKA, PACCIUTAHHBIE HA OC-
HOBAHWU pe3yJIbTaTOB OOCJENOBAHUS KO BPEMEHU yCTa-
HOBJIEHUS [uarHosa. Bo Bpems MoBTOpPHBIX BUSMTOB peru-
CTPUPOBAJIU JaHHBIE FEeMAaTOJOIMYECKOrO0 MOHHUTOPHUHTA,
a Tak>xke MHOPMALIMIO O KIMHUYECKOM CTATyCe, HAJTUYUU
>kas0b M Tepamuu, ¢ yKasaHUEM IpPenaparos, UX 03bl.
B pamkax mccienoBaHus npeaycMaTpUBAJICS MPOCIEK-
TUBHBIHA COOP AAHHBIX O HE)KeJaTeJbHBIX siBJIeHUusax. Bes
undopmManus B UCCJIEI0BATEIBCKUX HEHTPAX COOMPAIach
Y BHOCHMJIACH B CHUCTeMy cOOpa aHHBIX HENOCPEACTBEHHO
Bpauamy — ydYacTHMKamu npoekra. JlaHHble BHOCMIN
B OJIEKTPOHHYIO MHAMBU/YAJbHYI0 PETUCTPALMOHHYIO
kapty B pexxume onnaiin. Kondunenuuansnocrs 6obHo-
ro obecrneunBasach NPUCBOEHHUEM YHUKAJBHOIO UAEHTH-
(pMKaLMOHHOrO HOMEpPA U TeM, YTO a/JpecHast U MacropT-
Hast uadopmanus o GoJbHOM B cucTeMy cbopa JaHHBIX
He BHOCUJIAChH.

Nsyuanu nos, Bo3pact, AMArHO3, MPOAOIIKUTEIBHOCTD
Gonesnn, craryc myraummu rena JAKZ V617F, rpynner
pucka (no cucremam IPSS, DIPSS, DIPSS+ y Gonpubix
M®D u Ha OCHOBaHMM IIKaJIBI OLLEHKU PUCKAa TPOMOO30B
y 6onbubix VIT). Kauectso >kusnu Gonpupix MO u UIT
M3y4asv, OCHOBBIBASICh HA IOKA3aTeNsIX: UBMEHEHUE Bbl-
pPa’KeHHOCTH CHUMITOMOB 3a00JIeBaHUS, OLEHUBAEMBIX
no wkase MPN-10, no cpaBHeHMIO ¢ MCXOAHBIM 3HAYEHU-
€M B TeueHMe 2 JIeT B Ka)K 40U IPyTIIe Teparny; U3MeHeHe
(pHUBNIECKOro M MCHUXUYECKOrO 3[0POBbsl, OLEHMBAEMBIX
no onpocuuxky EQ-5D [24], no cpaBHenuio ¢ ncxogueim
3HAYEHMEM B TeYeHUe 2 JIeT B Ka)kK 10U rpyIIIe Tepanuu.

Cmamucmuueckui anarus. Ocywmectsasiu tpaHcdep
maHHBIX B cratuctudeckuii naketr SAS 9.4. VMcnonssoBanu
METO/bI ONMCATEbHON CTATUCTUK U, TPOLELY Pbl YACTOTHO-
ro U cobbITHITHOrO aHaMM3a. s oleHoK BBI>KMBaEeMOCTH
npumeHsn kaaccudeckue ouenkn Kannana — Maiiepa,
KOIZla pac4eT BPEMEHHBIX MHTEPBAJIOB HAYMHAJIU C MO-
MEHTa BKJIOYEHMS] B MCCienoBaHue. Bpems no unenesoro
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COOBITHSI — 9TO BPEMEHHON MHTEPBaJ B MECSLAX OT JaThl
YCTaHOBJEHMS] [IUArHO3a [0 [aTbhl CMEPTH OOJIBHOrO
no m060i npuunHe. BosbHbIE, y KOTOPBIX He HACTYIHJIO
co0ObITHE, OBLIN LEEH3y pUPOBAaHbI AATOM 3aBEPLIEHUS WC-
cslefloBaHMsS MO0 AaTOU MOCJ/IEHEr0 KOHTaKTa ¢ 60Jib-
ubim. Beccobwiruitnyo sexusaemocts (BCB) onenusanu
O /UINTETBHOCTH BPEMEHHOI'O MHTEpPBAaJa OT JaThl JUar-
HO3a [0 AaThl epBOro HebaaronpusaTHOro cobwrtust (Ipo-
rpeccust, cmeprts). Ilpu ananuse BepxuBaemocTn, cBob6oz-
HOM OT HeyJad, Bpemsi pacCYMTBIBAIM KAK JJIUTEIbHOCTD
BpPEMEHHOIO MHTEpPBaJla OT aThl HAYAJIa TEPAIUH [I0 AAThI
nepBoro HebsaronpusitHoro cobbitus  (mporpeccus,
CMEpPTh, NEPEKJIOUEHNE HA CJIEAYOLLY 0 TUHUIO).

BpemenHoii mHTepBas OT AaThl yCTAHOBJIEHUS AMAT-
HO3a [0 JaThl BKJIOYEHUS B HCCJIE[OBAHUE MOCTATOY-
HO wHpok (menmana cocraBuna 39,7 mec., amManason
ot 0 no 526,8 mec.), B cBs13M ¢ YeM [UIS1 TIOJLy YE€HUST HECME-
IIeHHBIX OoleHOK obureil BepkuBaemoctu (OB) Geutu cpe-
JIAaHBI COOTBETCTBYIOLIME MONPABKU HA TaK Ha3bIBAEMBIE
neBo-obpesannble Habmopenusi. VcnonbzoBanue aTux
MONpaBoK OBLIO HEOOXOAMMO /IS HUBEJUPOBAHUSI CMe-
weHust oueHok BbDKMBaemoctu (apdexra «uHTEpBasa
rapaHTUPOBaHHOrO GeccmepTHsl»), 00yCJIOBIEHHOTO BEPO-
SATHBIM HEBKJIIOYEHUEM B MCCJIEOBAHME OOJIBHBIX C yCTa-
HOBJIEHHBIM [JUArHO30M, HO YMEPIIMX WJIU BbILIEIINX U3~
ITOf HAOJTIOeHU s 10 HavaJia Habmonenus [25].

[l cOBMECTHOrO aHaaM3a 4aCTOTBHI HACTYIJIEHUS pe-
MHMCCUM U PaHHMX HebiaronpusiTHbIX cobbiTuii (Ipo-
rpeCccHsi, PEeLUAMBBI) MCIOJb30BAJU METOAbI OLEHKH
HAKOMJIEHHOH YacCTOThl M KOHKYPUPYIOLIUX PHUCKOB.
Hacrynsenune nebaaronpusiTHbIX coObITHIA TPU POBese-
HUM Tepanuu (IPOrpeccHsi, CMEHA TEPAINMH) UCKJII0YAeT
B JaJibHeflleM HACTyNJeHue OGuaronpusTHbX (HOJyde-
HYe OTBeTa) COOBITUI Ha 3TOH Ke JIMHUU TeparuH, Mo dTOH
NpUYMHE MPOBOAUIN COBMECTHBIN aHAJIM3 Map LeJeBbIX
COOBITMI Kak KOHKypupylowux cobbituit. Bpemennoii
MHTEPBAJI 0 COOBITUS OTCUMUTHIBAJIN OT AAThl HAYaJa Te-
panuu [0 AaThl MOJLyYeHUs OTBETa, BPEMEHHON MHTepBaJl
[10 KOHKY PUPYIOLLETO COOBITHS OTCUUTHIBAJIN OT JIaThl Ha-
9asa oTCcYeTa A0 HACTYIJIEHUS IEPBOrO KOHKY PUPYIOLLE-
ro cobbITUS: Tporpeccust 6e3 MpeLIeCcTBYOIEro OTBeTa
WU CMeHbI Tepanuu. BosbHble, y KOTOPBIX He MpousoLIU
LieJIeBble MJIM KOHKYPHUPYIOILHE COOBITHS, LIeH3ypUpOBa-
JIMCB MO [1aTe MOCJIEHETO KOHTAKTA.

Peayasrars:

Xaparxmepuemura 6ononeix. Ha moment dunanbhoro cra-
THUCTMYECKOro aHaIM3a B base nccsenosanus opi1a nngop-
manus o 2027 6oapabix, 2005 13 KOTOPHIX COOTBETCTBOBA-
JI BCEM KPUTEPUAM BKJIOUeHUst/uckmouenus. Jlocpouno
sasepuniu ucciaenosanue 185 G6onbubix (9,2%): B cBszu
C JIETAJBHBIM UCXOAOM — 82; IO pelIeHMIo nccienoBarTe-
s — 56; no npuuuHe norepu cBsi3u ¢ boabubim — 41; or-
KJIOHEHHE OT MPOTOKoJa (Ha4asIo y4acTrs B MHTEPBEHLM-
OHHOM uccienoBanumn) — 4; oT3biB MHGOPMUPOBAHHOTO
cornacuss — 2. Menuana BpemeHM OT yCTaHOBJIEHUS M-

arHosa [0 BKJIOYEHUs B MCCJeaoBaHUe cocraBuia 4 roga
s VT, 5 ner — pns MO.

Huarnos NI ycranosnen y 1019 (60,8 %), MD — y 986
(49,2%) Gonbubix. Pacnpenenenue GonbHBIX B COOTBET-
crBumn ¢ Bapuantom M®D: pannsas cragus [TMO y 381
(38,6%) Gonbhoro, ¢pubposnas cragus [TMD — y 471
47,8 %), IIITM® — y 109 (11,1 %) u IITTMD — y 25 (2,5 %).
Ha momeHT ycraHOBiaeHMs AmarHosa meanaHa BO3pacTa
y 6onbupix UIT 6ena 57 ner (17-86), y MD — 55 ner
(or 16 mo 91 ropma). CooTHomEHNE My>KUMHBI:YKEHIINHBI
y 6onbubix WIT 6b110 391:628 (38,4:61,6 %), y GosnbHbIx
MD 332:654 (33,7:66,3 %).

[Tpu UII Tpenanobuoncus seimosanena y 584 (57,3 %)
6oabHbIX, He BbimonHeHa — y 338 (33,2 %), nanuse o 97
(9,56%) GoabHBIX He BHeceHbI B peructp. Y Goapubix MD
uccaenoBaHue KoctHoro mosra nposegeno y 907 (92 %),
He nposeaero — y 37 (3,8 %), ner nanuvix — y 42 (4,2 %).
B rpynne 6oabHBIX, BKJIIOUEHHBIX B UCCJIEOBAHUE, MOJIe-
KyJISIPHO-T€HETUYeCKUI aHaaus OblL1 BbinosnHeH y 1848,
He npoBoawics — y 93, y 64 nposoausics, Ho nnpopmanms
ne suecena. Cpenu 6osnbubix VI myraums V617F B rene
JAK?2 obnapyskenay 902 (88,5 %), ne obnapy>xena — y 40
(3,9 %), undopmauusa ne Buecena — y 77 (7,6%). Y Gonb-
ubix V11 nccnenoBanve Ha BoIsiBIeHME MyTalMu B 9K30HE
12 rena JAK?2 soinonneno B 246 cayvasx: myranus obHa-
pyxena y 10 (4,1 %) Gonpubix. ¥ 6omababix MD myranus
B VOI7F B rene JAK? BriaBnena y 669 (67,8 %), e BbsiB-
nena — y 207 (21 %), undopmanusa ne uecena — y 110
(11,2 %).

MosekynsipHO-reHeTUUECKOEe HCCIIEeJOBAHUE C OIpEfe-
nenvem myrtauuii B reae CALR 6p110 nposenenoy 361 6oub-
Horo IITM®. Myrauuu B rene CALR Gbuin onpeneseHs
y 89 Gonbubix MD (24,6 % oT Bcex BBINOTHEHHBIX HUCCJIE-
nosanuit). Myrauus B rene M/PL 6bina BoisiBnena B 16 coy-
gasx Gosnbubix M@. Annensuas narpyska JAK2V617F,
CALR orpaskaeT KOJM4IeCTBO TPAHCPOPMUPOBAHHBIX KJI€-
TOK B uccsefioBanHom obpasue. Vecnenosanue annenbhoii
narpysku JAK2V617F seimonneno y 442 6onsunix U,
cocrasus ot 0 no 100% (menmana 35,0%); y 407 ¢ MO,
M B JAaHHOHN IpyIIe aJulejbHAasi HAIPYy3Ka BapbUpOBAJa
or 0,25 o 100% (menmana 34,6%). Annenvuas Harpys-
ka CALR 6pbuna uccneposana y 20 GoapHBIX M cocTaBua
or 7 go 83% (mennana 39,6%). Takum obpasom, y 57,0 %
GOJIBHBIX aJlJIesIbHASI HATPY3Ka HE ONPeeIsaIach.

Konuenrpauus spurponostHa B CBIBOPOTKE KpPOBH
y Gosbubix VII 6buta chuskena, u aro cayskusno aud-
dbepeHIMaNbHO-IMATHOCTUYECKUM  KPUTEPUEM  MEK-
ay WII u Bropuuneim spurporurosom. Konuenrpanms
sputponosTuHa Ob1 ucciaepoBana y 56,0% 6GoabHbIx.
CnsleHomeranusi Ha MOMEHT yCTAHOBJIEHMs JAMATHO3a
onpepensinaceky 789 Gonbubix (48,0 %) VIT u 756 (76,7 %)
MD.

¥ 6oapubix YITT u M@ ormeuanuck aprepuasbHble U Be-
Ho3Hble Tpombo3bl. TpomboTnueckue cobbITUS B aHAMHE-
3¢ WJIM Ha MOMEHT yCTaHOBJeHMsl nuarHosa oeun B 140

(13,7%) cayuasx y Goapueix WII, B 121 (12,3%) —
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y 6omabubix M®D. ¥V Gonbueix UII BuisiBasau tpombos
B CHCTeMe MopTaJbHbIX cocynos (7 = 28), rnybokux Ben
33), undapkr muoxapaa
(n = 31), ocTpoe HapylleHHEe MO3roBOro KpoBooOpalue-

nus (OHMK) (n = 48). Ilpu M®D tpombos nopranbabIx

cocynoB ObL1 3aperucTpupoBaH y 34 6onbHBIX, IIyOOKHX

HUKHUX KOHedHocTel (n =

BeH HM)KHUX KOHeuHocTell — y 25, nundapkr muokapaa —
y 32, OHMK — y 30. ¥ ognoro 601pHOro morso ObITh
HECKOJIBKO TpomboTrueckux cobbitnii. Kposoreuenuns sa-
perucrpuposanst B 44 (4,3%) cayuaax y 6ombabrx UI],
B 87 (8,8%) — MD.

Pacnpenenenue Gonbubix V11 no rpynnam pucka B co-
orBercTBuu co mkagoii R. Marchioli u coasr. [22] 6Gsr10
craepyromum: Huskumit puck — 495 (48,6%) Gonbubix;
npomexyrounsiii — 432 (42,4 %); seicoknit — 92 (9,0%).
Pacnpenenenue GosbHBIX MO Tpynmam pUCKa IO IIKa-
ae IPSS (y 6onbubix MD): nuskuit — 270 (27,4 %); npome-
skytounbiii-l — 323 (32,8 %); npomesxyrounniit-2 — 240
(24,3 %); Beicokmuii — 1563 (15,5 %) GonpHBIX.

[lonyueno cremyromee pacnpepenenue Gomapabix MO
no rpynnam pucka no wmkasge IPSS [2, 13]: muskwuit
puck — 270 (27,4 %), npomesxxyrounsiit-1 —323 (32,8 %),
npomexyrounsiii-2 — 240 (24,3%), seicokuit — 153
(15,5 %) GonbHBIX.

Pacnpenenenne 60apHBIX MO rPyNIam pHUcKa MO LIKAJeE
DIPSS [2, 14] (y 6onpubix MD): nusknit — 267 (27,1 %);
npomexxyrounsii-1  — 463 (45,9%); npomesxyTou-
ubiii-2 — 223 (22,6 %); seicokuit — 43 (4,4 %) GonbHbBIX.

Pacnpenenenne 6oibHBIX MO rpynnam pucka Mo IiKa-
ae DIPSS+ [2, 15, 20] (y 6oabubix M®D): nuskuii — 48
(25,9 %) 60abHBIX; TpOMeKyTOUHBIH-1 — 45 (24,3 %); npo-
me>xytounbii-2 — 48 (25,9 %); soicokuit — 44 (23,9 %).
Haa 801 (81,2%) GoabHoro rpynmna pucka Mo LIKase
DIPSS+ ne 6b11a onenena.

110dx0dbt K aeueruo bononorxe HIT u MD 6 pymuniod kau-
Huueckoil npakmure. BonbIIMHCTBO GOTBHBIX, BKIIIOUEHHBIX
B MCCJIeJOBaHME, B KadyeCTBE€ OJHOM M3 JIMHUW Tepanuu
nosydanu ruapokcukapbamua. Bo Bceit rpynne 6o0sb-
HBIX TEPANUI0 THAPOKCHKapbamuaom nposoauan y 1626
(81,1 %) 6oabuwbix, B rpynne VIT — y 846 (83,0 %), B rpyn-
ne MOD — y 780 (80,5 %). B xauecrse nepsoit inHum nan-
ublit npenapar noayyasau 810 (79,56 %) Gonbubix NI u 710
(72,0%) 6onbabIx M.

[Ipenaparst unrepdepoHa Ha pa3JIMUYHbBIX dTaNnax Tepa-
nuu nosyyanau 465 6oneubix: 192 (18,8%) — ¢ UII, 273
(27,7 %) — MD. Nnurepdepon ansda-2b B kauecTse Tepa-
nuu nepsoit munuun noayvanau 114 (11,2 %) Gonpupix NIT
u 179 (18,2 %) 6oababix MD.

Taprernyio rtepanuio wunruburopamu JAK2 pykco-
autuanbom noayvanu 82 (8,1%) Gonsueix UMIT u 296
(30,0%) 6onbabix M®D. B kauecrse Tepanuu nepsoii au-
Huw ero nosy4auu toasko 30 (3,0%) 6onsaeix MO, B Ka-
yectBe Tepanuu Bropoil munun — 183 (18,6 %) Gonbubix
M. Tepanuio pykconuTuHMG0OM B KauecTBe BTOPOH Ju-
Huu nosxyydanu 54 Gonpuerx UIT.
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HaubGosiee wacto c mHenapo CHMIITOMATHYECKOH Te-
panuu  GOJBHBIE — OJNy4Yaaud  AHTUTPOMOOTHYECKHE
npenapatet: 556 (64,6%) Goasuwix WII, 116 (11,8%)
6onbubix M. [lpoTuBonogarpuyeckyo Tepanuio Mmosy-
ganu 154 (15,1 %) 6onbuabix VIIT u 116 (11,8 %) GonbubIx
M®D. MeaukameHTO3HOE JleueHUe aHEMUM MoJydanu 17
(1,7 %) 6onbubix MIT u 80 (8,1 %) M.

Ilpn ananuse @IUTENBPHOCTM Tepanmuu, NPUYUH €€
OKOHYAHMSI MOJLyYMJIM CMELIEHHBIE U HEBAJM/HbIE OLEH-
KU M3-3a HEJOCTATOYHOrO 3arojHeHus uHpopManuu
[10 BTOPUYHBIM KOHEYHBIM TOYKAM, B CBSI3U C YEM AHAJIU3
paurensroctu tepanuun VIIT u M@ u npuumz ormensr
B JAHHOH CTaThe 10 Pe3yJIbTaTaM UCCJIENOBAHUS HE NPe/l-
cTaBJIeH.

HemennkameHnTosHoe JjiedeHre OCHOBHOrO 3a00JIeBaHUS
BKJIIOYAJIO B cebsl CIVIEHOKTOMUIO — €€ BBINOJHUIN y 6
(0,06 %) 6oapubix UIT u 34 (3,4%) — M®D. Obayuenue
cenesenku nposeaun y 10 (1,0%) Goapueix MD. Anno-
TI'CK sbimonuunu y 2 6oababix M.

Ippexmusnocms mepanuu. B ananus seKUBaeMocTH
6ot Brmouensr 2005 Goasnbix (1019 UII, 986 MD).
Briino 82 cayuas neranbubix ncxonos: y 21 6onsaoro NI
uy 61 6onbroro M. Llensypuposano 1923 nabaonenus
(998 6oabubix VIT; 925 60nbubix MD) (puc. 1).

Ha cpoke 60 mecsiuesB or patbl ycTraHOBIEHMS AMATHO3A
NIT ouenxn OB ¢ nonpaskoii Ha JieBO-00pesaHHbIe Ha-
6aonenus cocrasunu 95,3 %, na cpoke 120 mec. — 86,2 %.
Ouenku OB ¢ nonpaskoii Ha neBo-o6pesannbie pias MDD
cocrasunu 77,8 u 64,8 %.

Ha cpoxke 60 mec. or narst ycranosnenus guarsosa VI
BCB c nonpaskoii Ha seBo-o6pesaHHble HAOIIOAEHUS CO-
crasusa 93,5%, na cpoke 120 mec. — 81,1 %. Ha cpoxe
60 mec. or mare! ycranosiaenus: quarsosa M@ BCB ¢ no-
NpaBKOH Ha JieBo-oOpesaHHble HaOJIOAEHUs COCTABHMJIA

69,9 %, na cpoxe 120 mec. — 55,2 %.
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PucyHok 1. O6was suxusaemocTs ¢ ncnonbaosaxuem oueHok Kannana — Mariepa
C NOMNPABKON HA N1EBO-06pe3arHbie HabNAEHU

Figure 1. Overall survival using Koplan-Meier estimates adjusted for left-truncated

observations
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PucyHok 2. O6Lwas BEXKMBAEMOCTb C MCMONb3OBAHWUEM OLIEHOK C MONPABKOI HA NeBo-06pesarHsie HabmoaeHus B 3aBucuMocTu ot pucka no wkane PSS (A) u pucka no wkane

DIPSS (B) Ha momeHT ycTaHOBAEHNS AMArHO3a

Figure 2. Overall survival using estimates adjusted for left-truncated observations according to IPSS risk (A) and DIPSS risk (B) at diagnosis

[ononnurensHo  mpoaHaaMsMpoBaHa — 3aBUCHMMOCTD
OB or rpynnsr pucka no wkane [PSS u rpynner pucka
no wmkase DIPSS na momenr ycranonenms nuarnosa
(puc. 2).

OB ¢ nonpaskoii Ha JseBo-obOpe3aHHble HabOAEHUS
GONBHBIX M3 IpyNmbl BbICOKOro pucka mo wmkane PSS
Ha cpoke 120 mec. cocraBuna 16,1%, us rpynmnsr mpome-
skyrounoro-1 pucka — 75,8%, us rpynmnsr npomexyTod-
Horo-2 pucka — 56,8%. OB ¢ nonpaskoii Ha j1eB0-06-
pesanHble HabMOAEHUs] OOJBHBIX M3 IPYIIbI BBHICOKOTO
pucka no wkane DIPSS na cpoke 120 mec. cocrasuia
3,2%, us rpynnsl npomexxyrounoro-l pucka — 77,8%,
13 rpy bl IpOMeKyTouHoro-2 pucka — 32,6 % (puc. 2).

Jlist aHanMsa OLEHKM pe3ysIbTATOB TEPAIINU B 3aBUCUMO-
CTM OT TMIA TE€PAIUU CTAPTOBOM TOYKOM OTCYETa BPEMEH-

HOI'0O MHTEpBAaJa 6bIJ’Ia AaTa BKJIOYEHMS B HMCCJIEJOBaHUME.
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PucyHok 3. BuixneaeMocTs, CBOGOAHOR OT HEYAQY, OT MOMEHTA YCTAHOBKM AMArHO3a
B 30BUCMMOCTH OT AMArHO3a
Figure 3. Failure-free survival at diagnosis depending on diagnosis
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Cpenu 6onbhbIx, BkaoyeHHbIx B peructp, 1450 (67 %) no-
ayarsm 1 smnaunio tepanun, 359 (18%) — 2 nunum repa-
nuu, 110 (6%) repanuio ne nosyuanu mnau undopmanus
o Heii He Obuta ussectna, 196 (10%) GonbHBIX MosyumMIM
3 u Gosnee nunwmit repanuu. Bpemennoii unrepsas ot garel
Havasa TEPAanvu MePBOM JIMHUU [0 JAThl BKJIIOYEHUS B UC-
caenosanue coctasui o 0 1o 526,8 mec. (meguana 37,5 mec.).
Menunana BpemeHM OT AaTbl yYCTaHOBJIEHUS AMATHO3a
1o aarsl Havasa tepanuu cocrasuia 0,03 mecsana.

Ournenka nokasaresneii BCB u BskMBaemocTu, cBobOI-
HOM OT Heypaay, ObLIa NpOBefeHA TOJBKO [JIsl Tepanuu
epBOM JIMHUM B PaMKax NporpammHON tepanuu. B ana-
au3 ObLIM BKJIIOUEHBI caeayomue cobertus: 143 coy-
qast nporpeccun (34 G6oavubix VI, 109 Gonpupix M®D),
31 cayuait cmepru (20 6onbubix MDD, 11 6onpubix MIT).
Llensypuposano 1721 nabmonenne (898 Gonvunix NI,
823 6onpabix MD).

Ha cpoke 60 mec. or parst ycranosnenus auarnosa MIT
ouenku BCB ¢ nonpaskoii Ha n1eBo-0bpesanHble HAOIIO-
nenust cocrasuau 93,5%, na cpoke 120 mec. — 81,1 %.
Ha cpoxke 60 mec. or mgarsl ycranosnenus nuaruosa MO
ouenku BCB c nonpaskoii Ha 1eBo-o6pesannble HabMO1E-
Hus cocrasuau 69,9 %, na cpoxe 120 mec. — 55,2 %.

Ha cpoke 60 mec. or gaTer ycTaHOBIEHM ST AMATHO3A OLIEH-
KU BBDKMBAEMOCTH, CBODOOAHOI oT Heynad, 6oapabix VI
cocrasuia 73,1 %, na cpoke 120 mec. — 50,1%. Ha cpo-
ke 60 mec. OT aThHI yCTAHOBJIEHNS AMATHO3a CTAHAAPTHBIE
OLIEHKM BBI)KUBAEMOCTH, CBOOOAHON OT Heynady, OOsb-
ubix M®D cocrasuan 37,6 %, na cpoxe 120 mec. — 20,3 %.
OueHKY BBI>)KMBAEMOCTH, CBOOOLHOMN OT Heyaad, OOJBHBIX
NIT u M® snaunrensno pasnuuanucs (puc. 3).

[Ipoananusuposansr BCB u BeRKMBaemocts, cBOGOA-
Hasi OT HEy/a4, B 3aBUCMMOCTHU OT TEPAIINH IIEPBON JIUHUN
B rpynnax 6oasubix VT u M®. I'pynnst dpopmuposanu
no nepBomy HazHaueHHomy npenaparty (puc. 4 u 5).
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BCB 6onbubix WI1, nonyuasmux ruapokcuxkapbamms
B KauyeCTBe CTAPTOBOM Tepanuu, Ha cpoke 60 mec. cocra-
susa 92,0 %, na cpoke 120 mec. — 73,7 %; nast 60abHbIX,
HOJIy4YaBIIMX UHTeP(EPOHbI B Ka4eCTBE CTAPTOBOM Tepa-
muu, — 93,7 u 93,7 % coorBercTBeHHO. BBI)KMBaemMoCTsh,
cBobonHas or Heynad, aas cosnbubix WII, momyuasmmx
rUAPOKCUKapbamMuy, B KauecTBe CTApTOBOI Tepamnuu,
Ha cpoke 60 mec. cocrasuia 76,8 %, na cpoke 120 mec. —
47,6 %; s 6oabHBIX, TOMyUYaBIIMX nHTepdEpPOHBI B Kaye-
cTBe craproBoil Tepanuu, — 52,8 %.

BCB 6onpubix M@, nonayvaBminx ruapokcukapbamms
B Ka4eCTBE CTAPTOBOM Tepanuum, Ha cpoke 60 mec. cocraBu-
1a 68,8 %, na cpoxe 120 mec. — 47,6 %; nust GonbHbIX, TOMLY-
yaswux unrepdepon anbda-2b B kauecTse crapToBoii Te-
panuu, — 74,3 u 68,6 % coorsercTBenHO. BoixkuBaemocTs,
cBobonnast or Heyaad, Goapnbix MDD, mosyvasmnx ru-
ApOKCcHKapbamMuz B KauecTBe CTAPTOBOM Tepanuu, Ha Cpo-
ke 60 mec. cocraBuna 31,3%, na cpoxe 120 mec. — 12,1 %;
Asist 6GoabHBIX, MonyyaBnx uHTepdepon anvda-2b B ka-
yectBe ctapToBoil Tepanuu, — 47,3 u 29,4% coorser-
crBeHHO. Takum o6Opasom, He OOHapy’KEHO 3HAYMMBIX
pasiauuuii B oneHke Bbxusaemoctu boabubix MD B 3a-
BUCHMOCTH OT IIpenapara.

Ha pucynkax 6 u 7 npencraBiieHbl OLIEHKHM HAKOILJIEH-
HBIX YaCTOT IOJLyYEHUS] OTBETA B 3aBUCHUMOCTU OT Tepa-
UM [EPBOM JUHUM, & TAK)KE OLEHKU HAKOIIEHHBIX Ya-
CTOT NOJy4YeHUsl OTBETa W KOHKYPUPYIOLIUX COOBITHH
(moyveHne oTBETA M MPOrpeCcCHU/CMEHBI TEPAIUn), IMOo-
CTaBJEHHBIE APYT HAa APYyTra, AJIS KaXKAOrO BUIA TEPAIMU
npu VIT u M.

Hakonnennass wacrora orBeroB musi oboabubix VII
Ha cpoke 60 mec. cocrasuna 58,1 %, na cpoke 120 mecs-
ueB — 67,2%. Hakonuiennast yacrora oTBeTOB mJist OOJIb-
upix WII, nonywaBmmx ruapoxcukapbamup, cocraBuia
Ha cpoke 60 mec. 57,9%, na cpoxe 120 mec. — 68,0%;
na unrepdepone — 60,3 u 63,1 % coorsercTBenHO.
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Hakonnennass wacrora oreBeroB mus Gonpubix VD
Ha cpoke 60 mec. cocrasuna 37,0%, na cpoxke 120 mec. —
42,9%. HaxommenHnast yactora orBeToB miist 6orbabx MO,
HOJIyYaBIIMX T'MAPOKCUKApOaAMM/, COCTaBUJIA HA CpO-
ke 60 mec. 34,2%, na cpoxe 120 mec. — 40,1 %; na un-
trepdepone — 43,4 u 48,4% coorsBercTBeHHO; Ha APYTHUX
npenaparax — 43,4% na cpoke 60 mec., Ha pykcosau-
tuHnbe — 76,9% na cpoxe 60 mec. lons Gonpupix MDD
C mporpeccupyomMUMmM TeueHHeM 3aboseBaHust Oblia CO-
HoCTaBUMA C [0J1el OOJIbHBIX, OTBETUBLIMX HA TEPAIUIO
[J1s1 BCEX MPEenapaToB, KPOMe TepanuM € PyKCOJUTUHH-
6om. VcnonbsoBanue pykconuTMHMOA MO3BOIMIIO [0O-
CTMYb PEMUCCUU Yy OOJIBIIMHCTBA OOTBHBIX.

O6cyxpaenne
Muorouenrposoe HabaopareabHOe
KanHnYeckoe uccaenoBanme oonbHbix ¢ MO u VI ¢ xou-

OPOCIIEKTMBHOE

CTUTYLMOHAJIBHBIMU CUMIITOMAMH B yCJIOBUSIX Py THHHON
KJIMHUYECKON npaxktuku B Poccun nossonmio BeisiButh
CyLIEeCTBYIOLMEe MPOBJEMbl JUATHOCTUKY U JIEYEHUS], 110~
JAYyYUTb TMPEACTABJIEHUE O KJIMHUKO-Iemorpaduueckux
XapaKTepUCTUKAaX OOJIbHbIX.

B nacrosimee Bpemsi paspaboraHbl moaxombl K aug-
(depeHIMANBHON AMATHOCTUKE M JIEYEHUIO OOJIBHBIX
Ph-ueratusapimu MITH. Hecmorpst Ha BHenpeHue B Kiu-
HUYECKYIO PAKTUKY KJIMHUYECKUX pekomeHaauui [2, 3],
BpauM CTAJTKMBAIOTCS C TPYAHOCTSIMU Ha 9TAIAaX yCTAHOBJIE-
HMS AMATHO34a, ONpeAesIeHns TakTuku jedenus. B Poccun
pexomenpoBano ycranasausars auaruos VIIT, M@ B co-
orBercrBuu ¢ kpurepusmu BO3 2017 r. [2, 3]. Kpurepuu
nuarnoctuku BO3 2024 cymecrsenno He nuamenenst [26].
Ycranosnenue nuarnosa, a Taxske nposesnenue auddepen-
IUAJbHON MMATHOCTHUKM OCHOBBIBAIOTCSI HAa OIEHKe KJIH-
HUYECKUX, MOP(OJOrMYECKUX U MOJIEKYJIs pHO-TeHETHYe-
ckux npusHakoB. Tpebyercs nposenenue 1abopaTopHbIX
uccaenosanuii nepudepuueckoii kposu, naromopdosoru-
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PucyHok 4. beccobumniinas suxueaemocTs (A) 1 seixmsaemocts, ceoboanas ot Heyaad, (B) Gonbrbix M 8 3asicumocTs ot npenapata

Figure 4. Event-free survival (A] and failure-free survival (B) of patients with PV depending on the drug
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Figure 5. A — event-free survival of patients with MF depending on first-line therapy, B — failure-free survival of patients with MF depending on first-line therapy
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Figure 6. Cumulative response rate for patients with PV (A), cumulative response rate for patients with PV depending on first-line therapy (B), cumulative response rate and competing

events with hydroxycarbamide (C), interferon (D)

328

| TEMATONIOTMS U TPAHCOY3MOMOTUG | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2025; 70(3): 320-335 |



| OPUTUHATBHBIE CTATbM | ORIGINAL ARTICLES |

100 - 100 - THAPOKCHRAPGAMH
90 FiCansor 90 Hydroxyurea
7 7 — Jlpyroe
< Another
= 80 - E 80 - HaTepdeponsr
© | R B Interferons
. 70 g 70 PyKCOJIHTHHHD
£ ® T Ruxolitinib
& % 60 | : E 60 _ uxoiinni
g g .
E g 50 1 E g |
H oS % E H ]
= 40 - g il
=E B3
=S 30
20 -
p=0,0045
10 -
0-
I T T I T T I T T I T T T I I T I I T T I T
0 24 48 72 96 120 144 168 192 216 240 0 24 48 72 96 120 144 168 192 216 240
MecsIbl OT JAThI HAYAIA TepATHHE MecANbl OT JAThl HAYAIA TepAnHH
months fiom therapy start date months from therapy start date
A/A B/8B
1.0
09
] [
g 0.8 g
< 207 E
5 3 B
T 506 =
g S g
L £
E § 0.4 E i
25 g
< =03 ]
no e
0.2-
0.1
0.0 T T T T T
0 24 48 72 96 120 144 168 192 216 240 0 24 48 72 96 120 144 168 192 216 240
Mecdanbl OT JaThl HAYAJ1a TepAIlHH MecCanbl OT JaThl HAYMAJIA TEPALIHH
months from therapy start date months from therapy start date
O IIporpeccHsi/mepexol HA APYIVIO THHHIO o IMoaydueHue oTBeTa O IIporpeccusi/mepexo] Ha APYIYIO JTHHHIO o Hoay4enune oTBeTa
Progression/change to another line Responce to therapy Progression/change to another line Responce to therapy
B/C r/D
1.0 1.0
09 09 -
<
S 08 E o8-
E 8074 g
g2 g § 077
& 06 S
g bt = = 0.6
g - g -
< 90'5_ == 05
58 ¥
8 5 04+ 5S04
€5 0s E
HS T A
0.2 0.2
0.1 01
0.0 T T T T T T T T T T 0.0 ; : : ; : - ‘ ‘
g = 8 MJCZ” HQOGT ﬂal'zl?l na!l%na }%i.an?: a5 2 0 24 48 72 96 120 144 168 192 216 240
months from therapy start date Me(;ln bI ot-]ll Ila'ﬂf ntad‘ltana TepanHH
O IIporpeccHs/mepexol Ha APYIyr0 JTHHHIO o IDoay4yeHHE OTBeTa O ISy SIaaie
Progression/change to another line Responce to therapy 5 Hporpgccnn/nepexon Ha J_lpyrylo JIHHHIO o Io YACHRC OTBCTA
Progression/change to another line Responce to therapy

0/t E/F

PucyHok 7. Hakonnenras uactora nonyuerns oteeta ans 6omsHeix MP (A), HakonnerHas yactota nonyuenms oteeta ans 6osHsx M® B 3asrcumocTi oT Tepanum nepsoi nnHum
(B), oueHKmM HaKONNEHHbIX YaCTOT NONYYEHMs OTBETA W KOHKYPUPYIOLLYX COBLITHI Ha tapokuckapbammuae (B), untepdepone (1), apyrvx npenaparax (L), pykconnurmbe (E)
Figure 7. Cumulative response rates for patients with MF (A), cumulative response rates for patients with MF depending on first-line therapy (B), estimates of cumulative response rates
and competing events for hydroxycarbamide (C), interferon (D), other drugs (E), and ruxolitinib (F)
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YeCKOe MCCJIeJ0BAHME KOCTHOIO MO3ra, & TAKJKe IPOBefe-
HUE MOJIEKYJISIPHO-TEHETUIECKUX aHAJIN3OB.

ITo BospacTy GONBLIMHCTBO OOJBHBIX, BKJIIOYEHHBIX
B HCCJIeIOBAHUE, OTHOCUTCS K COIMAJILHO aKTUBHOM 4a-
CTM HacCeJeHUs], YTO ONpeJeseT aKTyaJbHOCTb HEODXO-
AMMOCTM COXPAHEHUs] UX TPYAOCIHOCOOHOCTU M KadecT-
Ba >xusHu. Mennana Bospacra Gonbubix VIT cocrasuaa
57 ner, MDD — 55 set, 4TO COOTBETCTBYET HAHHBIM MEXK-
AyHAPOJHbBIX PErUCTPOB C BKJIOYEHHUEM OOJIBLIOrO Yucaa
6onbubIx. COrnacHo mMexAyHapOAHBIM JAHHBIM MeJUaHa
BO3pacra aTux bonbubix — 58 ner (or 47 no 66 ner) [27].

CyecTsenHy0 npobsemy NpeACTaBIsSeT HEKOPPEKT-
nas auarsocruka MITH. Ilo muenuo skcnepros [21,
28], B 30-40% cayuaes npuarnos MIIH ycranaBnusaror
He B coorserctBumn ¢ kpurepusmu BOJ3. Cornacuo pe-
3yJIbTaTaM MPOBEAEHHOIO0 KJIMHWUYECKOrO HCCJIEAOBAHUS
B peasbHOW KJIMHUYECKON npakTrke Ha teppuropun PO
cTporoe cobmtonenue tpebosanuii auarnoctuxu MITH
He BBINOJTHsIETCS B noaHOH mepe. Hanbonbmas cinoxuocts
COXPAHSIETCSI B NPOBEAEHUN MCTOJIOMNYECKOrO UCCIIEN0-
BaHMSI TPENaHOOMONTATA KOCTHOIO MO3ra, KOTOpOe SIBJIs-
eTcsl 00s3aTeTbHBIM /1Sl YCTAHOBJIEHUS! HO30J0TMUECKOTO
sBapuanTta Ph-neratusnoro MITH [1]. ¥ Tperu Gonbubix
NI pannoe uccnenosanue ne nposeneno, npu MO Tpe-
nanobuoncus menee yem B 10% ciayuaes He nposoauiacs
aubo nanuble He ObLTM IpenocTasiensl. Jlannasa cutyanus
MO>KeT OBITh CBSI3aHA KaK C OTCYTCTBUEM HaBBIKOB IIPOBe-
IEeHUSI MAHUILYJISILUY, TAK U C HEJIOCTATOYHBIM BHUMAHUEM
k Hosoustornu MII remaronoros B peanbHoi KiIMHIYeCKON
npaktuke. OmnpeneneHne KOHUEHTPALMM OHAOTEHHO-
rO 9PUTPOINOITHUHA SIBJASETCS MAJbIM JUATHOCTHYECKUM
kpurepuem mias WII, ongnako onpemenenve xonuenrpa-
uuy spurponoatuHa kposu ans auarnocruku MIT npo-
BOJIMJIOCH HEMHOTUM OOJIee YeM y MOJIOBUHBI UCCIIEyeMOM
IpyIIbl GOTBHBIX, YTO CBUAETEIBCTBYET O HEJOCTATOUHOM
IAOCTYITHOCTH MCCJIEJOBAHUS B PErMOHAX.

XoTs npH oLleHKe pUCKa TPOMOOTUYECKUX OCJIOKHEHUH
WIT okasasiocsk, uro 6oabiias noys OOJbHBIX UMeEIn 0Jia-
FONPUSATHBIA MPOrHO3, MOCKOJABKY TosIbKO 9 % Oblin oTHE-
CEHBI K IPYIIIe BBICOKOIO PUCKA, OIHAKO TPOMOOTHYECKHE
cobbiTust Obln s3apeructpuposanbl y 13,74% GoabHbIx
NTII1. Oro TpeGyer paspaboTKu HOBBIX METO/IOB POrHO3HU-
poBaHus, NPOUIAKTUKN U MOHMTOPHMHIa TPOMOOTHYe-
cKkMX ocsoskHeHui y 6oapabix MITH.

CornacHo Haunbosiee 4acTO MCIOJB3YEMBIM IIKAJAM
OlLIEHKU MPOrHO3a OOJIbHBIX, BKJIKOUAIOIIUX PaKTOPHI, 10-
CTOBEPHO BAUSIOIIME HAa BbI>)KMBaeMoCcTh Oosnbubix [1TMOD
[13, 19], B rpynmy npomeskyTod4HOro-2 U BBICOKOIO pHU-
ckoB otHecenbl 39,8 % 6Gonbubix ¢ MD no unpexcy IPSS
u 27,0% — no unpexcy DIPSS. Ilo nanubim uccnenosa-
nus, nposeaennoro F. Cervantes u coasrt. [13, 14], 51 %
60abubix [IM® umenu Gaaronpustheiii nporuos (rpymn-
bl HUBKOro M mnpomexxyrodHoro-l1 pucka), 49% 6omab-
HBIX — HeOJArONpPUATHBIA MPOrHO3, YTO COOTBETCTBYET
[OJLyYEHHBIM OLIEHKAM PacCIpeeseHus [0 IPyIIIam pU-
cka 6oabHbpix MD B POCCHUIICKON MOy ISIUHU.

Ouenky unausuayasbHoro nporunosa 6onabubrx M, co-
ranacuo unaexkcy DIPSS+, nposenn ronsko y 18,9 % (185)
6onbubix. Cornacuo DIPSS+ nebnaronpustabim nporto-
CTUYECKMM KPUTEPUEM CJLY>KUT HAJINYME LIUTOTE€HETHIe-
ckux abeppauwmii [20]. Ilposenenne crangaprHoro nuro-
FEHETUYECKOTO MCCJIEOBAHMS HE BCErA AOCTY ITHO.

OcnoBnas ueap sexkapcrBernoi tepanuu MO u NIT
3aKJIIOuAeTCsl B CAEP)KUBAHUU Mporpeccuu 3aboseBaHust
Y JIeYEHMH KOHCTUTYLMOHAJbHBIX CUMIITOMOB. B monas-
JAsTIoIEeM OOJIBIIMHCTBE CilydaeB OOJIbHBIE TOJyYaJu THU-
apokcukapbamun: 6oaee uem B 80 % Bo Beeit nccenyemoii
rpynne (8 rpynne WIT — 83,33%, B rpynne M® —
79,96 %). Illupokoe HasHaueHue TrUAPOKCHUKapbamuaa
MOY<HO OOBSICHUTH €ro JOCTYMHOCTBIO U HU3KOH CTOMMO-
CTBIO.

Tapretnas Tepanus pyKCONMTHMHUOOM OKa3bIBAET MO-
nudunupylomee aeAcTBHMe Ha TeveHue 3abosieBaHUSI.
Y 76,9 % 6onbubix MD 6bLa1 nostyyen oTBeT npu Tepanuu
pykconutunubom Ha cpoke 60 mec. Onnako B kauecTse Te-
panuu nepBoy JMHUM ero nosydanau toabko 30 6oapHBIX
MO, rorga kak B rpyIiLly IPOMEKYTOYHOr0-2 U BEICOKOIO
puckos otHecensl 393 (39,8 %) Gonpupix MD no unpex-
cy IPSS u 266 (27,0%) — no ungpexcy DIPSS. Mmenno
st OOJBHBIX MAAHHBIX TPYII PUCKA PYKCOJIMTHUHUO
B OOJIBLIMHCTBE C/IydYaeB MMeeT [OKasaHHUe B MEPBOH Ju-
Hum tepanuu [2, 3]. B kauectBe Tepanuu Bropoi nuHuM
pykconutuuub nonyuunu 183 (18,6%) Goabubix MO,
9TO TaK>Ke HE COOTBETCTBYET BBISIBJIEHHOW NMOTPebOHOCTH
B ero HagHaueHuu. Tepanuio pykconuTuHMbGOM B KauecTse
BrOpoi unum noayvaau 54 (5,3 %) 6ombabrx U1, Torna
KaK I10 JINTepaTypHbIM AaHHbIM cpean Goabubix VI, mo-
Jy4YaBIIMX TUAPOKCUKApOamMu, pe3UCTEHTHOCTb K [aH-
HOMY BUAY Tepamnuu pacrnpocrpaHeHa no 32,2% B no-
nyasuuu, a HenepeHocumocts — o 17,7 % [29]. Takum
00paszom, MO>KHO ObLIO 0XKUAATH OOJiee MMPOKOro Ha3Ha-
yeHus pykcoautunuba 6onbabim VI B kauecTBe BTOpOI
JIVHUY Tepanuu.

Ilpn ananuse HemMenMKaMEHTO3HBIX METOAOB JIEYEHUS
obpamasn Ha cebs BHMMaHMe C/lydYad CILUIEHOKTOMHUU
npu MII. [lannoe BmemarenbcTBo OBLIO CBA3AHO C 9KC-
TPEHHBIMHU COCTOSIHUSIMM T10 THUILY MOJKAICYJBHOTO KPO-
BOM3JMSHUSI B CeJe3eHKy, HAIHOEHUeM o4aros uHdapk-
Ta CeJIe3eHKU, KOPPeKIUel IOpTaJbHOM TI'UIepPTEeH3UH.
CHuikeHMe KOIMYECTBa CIUIEHOKTOMUN IO CPaBHEHUIO
¢ nanaeimu 2013 r. ¢ 10% [30] no 3,45% B nacTosiiem
HCCJIEIOBAHNM MOKHO CBSI3aTh C MOSIBJEHUEM TaPreTHOTO
npenapara pyKCOJUTUHMOA, JOKAa3aBIIETO CBOK ¢ dex-
TUBHOCTb /151 y MEHBILIEHUSI PA3MEPOB CEJIE3€HKU.

Onnum ua metonos oueHkH 2¢pdeKTUBHOCTU MPOBOAU-
moii repanuu y Gonbubix VIIT u M@ asnsiercs onpenene-
HUE aJlJIeTbHOM HATPY3KHU, OIHAKO boJlee YeM y TIOTIOBUHBI
GOIBHBIX AAHHBIN AHAJIUS He TTPOBOUJICS.

[Ipu ananuse NpomOIKUTENBHOCTH >KU3HU OoJslee yem
2000 6onbubix yaanocs noxyunts OB u BCB, 6auskue
K OSIMUAEMUOJIOTMYECKNM OLEHKAM, YTO CBHUAETEJbCTBY-
€T O COXPAaHSIOENCs CJIOXKHOCTH Tepanuu OOJIbHbIX.
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Hecmorps Ha cyluecTByommii BBIOOp BapUaHTOB LIUTO-
PeAyKTUBHOI Tepamnmu, BK/KOYasi TAPreTHYI, OTMedYaer-
cs 3HaunTesabHOe cHuKkeHue aecstuiaetHeir OB GoabHbIX
obenx rpymnm.

Hons Goapusix M@ ¢ nporpeccupyromum TedeHuem
3aboJsieBaHMsI ObLIA COMOCTABMMA C A0JEH OOJBHBIX, OT-
BETHBIIMX Ha TEPAIMIO BCEMM IPENapaTtamu, KPOMe Te-
panuu ¢ pykcoautnaubom npu M@ (ananus BbIOSHEH
[J1S1 NEPBOH JTMHUY Tepanuu). JTO MOATBEPKAaeT He00XO0-
aumocTsb auddepeHnpPOBAHHOrO MOAX0Aa K HA3HAYEHUIO
LUTOPEAYKTUBHOM 1 TapreTHoi Tepanuu npu MITH.

Takum obOpasom, MHOroneHTPOBOe HabiraaTesbHOE
NPOCHEKTUBHOE KJIMHUYECKOE UCCIIELOBAHMUE T10 Uy Ye-
HUIO oaxonoB K seuenuto coapabrx M@ u UII ¢ kou-
CTUTYLMOHAJBHBIMU CUMITOMAMU B YCJIOBUSX PYy-
TUHHOM KJMHMUYECKON npaktuku B Poccun nmossomnuio
OXapaKTepU30BaTh PE3YJbTATHl TEPANUU U KINHUKO-
nemorpaduueckue ocobennoctu 2005 Bapocabix 60Jb-
ueix ¢ MIIH. CymecrByor pacxoskaeHus peasbHON
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MOP®O®OYHKIIMOHAJTbHBIE HAPYIIEHU I TPOMBOLIUTOB 5
Y IETEN ITP1 9CCEHIINAJIBHOU TPOMBOIIUTEMUN 1 UICTUHHOU
HHOJUIIUTEMNN

Monoxoe A.M.", Urnatosa A.A.!, Kpannukuu M.B.", Mworkun A.B.", borganos A.B., Moneraes A.B., Mantenees M.A.'23, Xapkos N.A.,
Cmetannna HC!

"OFBY <HaunoHansHIi MEQUUMHCKUI UCCTIEROBATENSCKHIA LEHTP AETCKOV FEMATONOTMM, OHKONOTMM M uMMyHonorm wum. Amutpus Porayesan
Munucrepctea snpasooxparenns Pocenickort Qepepaunn, 117997 . Mockea, Poceuiickag Depepauns

2QFBYH «llentp Teopetnyeckix npobnem dusmko-xumuyeckolt dapmakonorns Poceuiickort akapemn Hayk, 109029, r. Mocksa, Poccuiickas
Depepaups

3 @akynsret duankn PrbOY BO «Mockosckmit rocynapcteentsit yusepcutet um. M.B. llomorocosas, 119991, r. Mockea, Poccuitckas Pepepauns

B PE3IOME

BeepeHune. Tpombo3bl M KPOBOTOUMBOCTb SIBASIOTCS YOACTBIMM OCNOXHEHWMSIMM SCCEHLManbHOM Tpombountemmn (IT)
u uctuHHoM nonuuntemmn (UIM). MopdbodyHkumoHanbHble HapyLEHWs TPOMEOLMTOB NPU STUX COCTOSHUAX U3YYEHbI HEAO-
CTATOYHO.

Llenb: n3yunts mopdpodyHKLMOHANbHbIE XapaKTepHUCTHKK TpomboumTos npu T u AT,

Marepuansl u metogsl. B uccneposanme sknouers 39 6onbHbix mnagwwe 18 net ¢ ycraHoeneHHsim auardozom 3T (n = 26)
nan MM (n=13). Kontpons coctaennu 40 3goposbix aeter. OLeHUBANM NPOSIBAEHUS ULUEMMYECKMX M FEMOPPArUYECKMX CHMM-
TOMOB, renaTtomeranun u/unu cnneHomeranmun. Mayuanu TpoMBoLMTE C UCMONL3OBAHMEM METOAA MPOTOYHOM LIUTOMETPHM
(ML) ¢ aktvBaumeit cmecsio aHanoros TpoMbuHa 1 konnareHa. Mamepsnu aktusHocTs paktopa dboH Bunnebpanaa.
Pesynbrarsl. B 3aBMcHMMOCTM OT HanMuMs 1 TMNA APAMBEPHOM MyTaALMM BCe BonbHble Bbinn paspeneHsl Ha 3 rpynnbl. B nepsyto
rpynny sownu 16 6onbHbix ¢ TpoiHoM HeratueHoit (triple-negative, TN) dopmoit IT. Bropyto rpynny coctasunu 15 6onbHbix
c JAK2 pparieepHon mytaumen u auartosamu MMM uam 3T. B tpetsbio rpynny sownm 8 6onbHbix ¢ CALR ppaiteepHoi myTaumeit
n anarHosom IT. Konnuectso Tpomboumtos 6bi10 oiwe B rpynne TN npu cpasHeruu ¢ rpynnoi JAK2 (p = 0,005) u He otamua-
nock mexay rpynnamu TN u CALR (p = 0,98). Tenatomeranus Habnioganack y 36 % 6onbHbix, cineHomeranms — y 56 %. Mpu-
obpeteHHbIit cuHapom Bunnebpanaa passuncs y 64 % GonbHbix. CUMNTOMBI MLIEMMK /MUY KPOBOTOUMBOCTH HABMIOAANMCH
y 54 % 6GonbHbix. [o pesynsratam [, pasmep HEAKTUBMPOBAHHBIX TPOMOOUMTOB Bbil YMEHbLLEH BO BCEX rpynnax BombHbIX
NPy CpaBHEHWH C kKOoHTponbHOM rpynnoit (p < 0,01). YMeHblueHue pazmepa TPOMBOLMTOB Npu AKTUBALMM BbINO MEHeE BbIPaXe-
Ho B rpynnax JAK2 u CALR (p < 0,0015) npu cpasHeHuu ¢ koHTponem. [paHynspHocTs TPOMEOLMTOB BbiNa CHUXEHA B rpynnax
TN u CALR (p < 0,01) npu cpaeHeHunm c koHTponem. Mopdonoruyeckue HapyLueHUs TPOMBOLMTOB B BUAE MOBLILLEHMS MX rPA-
HYNSIPHOCTM OTHOCHTENBHO PA3Mepa KIETOK Ebinn BbisiBeHbl y 58 % GonbHbix. YmeHblueHune konnyectsa CD42b Ha membpare
TPOMBOLMTOB BCREACTBME OTLLENNEHNS M MHTEPHANU3ALMKM Bbino AocToBEpHO ocnabneHo Bo scex rpynnax 6onbHbix (p < 0,01).
OkcrepHanuaaums CD61 Ha nosepxHOCTb MeMBPaHBI TPOMBOUMTOB NpM akTHBaALMK Bbina ocnabneHa Bo Bcex rpynnax 6onb-
Hbix (p < 0,02). B rpynnax JAK2 u CALR o6bem,/konnMuecTeo nnoTHbIX FpAaHyn TPOMBOLMTOB Bbiv LOCTOBEPHO CHUXEHBI B NOKOE
(p<0,02), a npu akTMBALMM ferpaHynsLmMs NAOTHLIX rpanyn 6eina ocnabnera (p < 0,001) npu cpasHeHMM ¢ KOHTPONEM.
3akniouenume. Mpu IT/UM y peteit n noapocTkos BeiseneHs 06wme mopdodyHKUMOHABHEIE HAPYLWeHWs TPOMEoLNTOB
(ymeHblweHHbIl pasmep, Hapywetus skcnpeccun CD42b u CD61), He 3aBuCALME OT reHETUYECKOM NPUUMHBI.
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I MORPHOFUNCTIONAL DISORDERS OF PLATELETS IN CHILDREN
WITH ESSENTIAL THROMBOCYTHEMIA AND POLYCYTHEMIA VERA

Polokhov D.M.", Ignatova A.A.!, Kralichkin PV.!, Pshonkin A.V.!, Alexei V. Bogdanov AV, Poletaev AV, Panteleev M.A."%%, Zharkov P.A.,
Smetanina N.S.'

'Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunclogy, 117997, Moscow, Russian Federation
2Center for Theoretical Problems of Physicochemical Pharmacology, 109029, Moscow, Russian Federation
3Faculty of Physics, M.V. Lomonosov Moscow State University, 119991, Moscow, Russian Federation

B ABSTRACT

Introduction. Thrombosis and bleeding are frequent complications of essential thrombocythemia (ET) and polycythemia vera
(PV). Platelet morphofunctional abnormalities in these disorders are poorly understood.

Aim: To study the morphofunctional characteristics of platelets in ET and PV.

Materials and methods. The study included 39 patients under 18 years of age with an established diagnosis of ET (n = 26)
and PV (n = 13). The control group consisted of 40 healthy children. The manifestations of ischemic and hemorrhagic symp-
toms, hepato-/splenomegaly were evaluated. Platelets were studied using flow cytometry (FC) with activation by a mixture of
thrombin and collagen analogues; the activity of the Willebrand factor was measured.

Results. Depending on the presence and type of driver mutation, all patients were divided into 3 groups. Group 1 included
16 patients with triple negative (TN) form of ET. Group 2 included 15 patients with JAK2 driver mutation and diagnoses of
PV or ET. The third group included 8 patients with CALR driver mutation and a diagnosis of ET. The platelet count was higher
in the TN group when compared to the JAK2 group (p = 0.005) and did not differ between the TN and CALR groups (p =
0.98). Hepatomegaly was observed in 36 % of patients, splenomegaly in 56 %. Symptoms of ischemia and/or bleeding were
observed in 54 % of patients. Acquired von Willebrand disease syndrome developed in 64 % of patients. According to the
results of FC, the size of non-activated platelets was reduced in all groups when compared to the control group (p < 0.01). The
reduction in platelet size upon activation was significantly attenuated in JAK2 and CALR (p < 0.0015). Platelet granularity was
reduced in TN and CALR groups (p < 0.01) when compared to the control. Morphological abnormalities of platelets, in the
form of an increase in their granularity relative to cell size, were detected in 58 % of patients. The decrease in the amount of
CD42b on the platelet membrane, due to Shedding and internalization, was significantly attenuated in all patient groups (p <
0.01). The externalization of CDé1 on the platelet membrane surface upon activation was attenuated in all groups (p < 0.02).
In the JAK2 and CALR groups, the volume/number of platelet dense granules were significantly reduced at rest (p <0.02), and
upon activation, dense granule degranulation was attenuated (p < 0.001) when compared to the control.

Conclusion. Common morphofunctional platelet abnormalities (reduced size, abnormalities in CD42b and CDé1 expres-
sion) were identified in children and adolescents with ET/PV, independent of the genetic cause.

Keywords: essential thrombocythemia, polycythemia vera, platelets, children, flow cytometry
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Beenenue

Occennuanpvias rpombonuremus (OT) u ucrunnas no-
aunuremus (MIT) ornocsarcsa k xponnueckum muesnonpo-
nudepatusnubim HoBoobpasosanusim (MITH). Benymeit
runoresoit passurus J'T/VII sBasiercst nosiBnenue kio-
HAJIBHOTO reMOM093a, B OOJIBIIMHCTBE CJy4YaeB — C HaJM-
quem comarndeckux myrauuit renos JAKZ2 [1], CALR [2]
wiu JMPL [3]. Y wactn GonbHBIX MyTalMid B 9TUX reHax
HET, YTO MPUHATO 0603HAYATH KAK TPOMHbBIE OTPUIIATENb-
ueie popmur (triple-negative, TN) [4].

OT xapakrepusyeTcsi KOJMYECTBOM TPOMOOIMTOB
>450x10°/n, nanuuuem MyTanuu B ogHOM u3 reHoB JAKZ,
CALR wnw AJPL, nponudepaumeii npeumyIiecTBEHHO
MErakapuolMTAPHOrO psijia, 0e3 3HAYMMBIX MPU3HAKOB
dbubposa kocrraoro mosra [5]. IT1 xapakrepusyercs yse-
JMYEHNEM KOHUEHTPALMM TFeMOINIOOMHA KPOBH, T€Maro-
KPHUTA, KOJIMYECTBA OPUTPOLUTOB, HAJUYMEM MyTallUU
JAK2 V6I7F nnn JAKZ sxsona 12, runepkieTouHocTbo
KOCTHOr'O MO3ra ¢ TpexJuHeiiHoi npoaudepanueii [5].

MITH BeTpevatores npenmy e cTBEHHO y GOJBHBIX CTap-
wrero Bogpacra. 3abosnesaemocts OT/VI1y 6onbubix muan-
we 21 rona cocrasasier or 1 no 4 cayuaes na 10000000,
gyrto B 40-90 pas peske, uem y Bapocabix [6—8]. OT uame
BCTpevaeTcss y moJoabix boasubix ao 40 ner (66,7 %),
yem y Gosnbubix crapue 40 ner (38,6%). Hanporus, NI
yame passuBaercs y GoabHbix crapiie 40 ger (45,3%),
yem y Oosnpubix maame 40 ner (26,3%) [9]. YV nmereit
u noapoctkoB DT Berpeuaercs B 2,3 pasa wame VIT [10].
[Ipoduns myranmii y mereit m B3pOCJBIX pasanvaeTcs.
IIpu OT y pmereli m MoOJIOABIX B3POCJBIX MyTalMsl reHa
JAK? soiasnanace B 48-53 % cayuaes, CALR y 14,6—16 %
u MPL y 0,9-1,0%, rpoitnas orpuunarensnas dpopma —
y 27-30% 6onbubix [10, 11]. [Tpu U1y nereit n monoppix
Bapocabix B 86—90% ciayuaeB BbIsSBISIACH MyTALMS TeHA
JAK2VOITF, y 6,2% — JAK2 ex.12, a JAK2-nerarusubie
dbopmbr — B 2-7 % cayuaes. ¥ Hekoropbix 6osnpubix WIT
myrauus rena JAK2 ne onpenensinacs [11, 12].

3aboneBaHus  CONPOBOXKAAIOTCS  CIJIEHOMEraJuein
u/unu renaromeraJsveil, KPOBOTOYMBOCTbIO, TpoMbosamu
u moryTt TpaHcopmuposarbess B muesnopubpos (MD)
nim octperii muenounansiit aeiikos (OMJI). Knunnueckn
OT/UII nposiBasiiorcst cCMMIITOMaMy MIIEMUYECKOTO FeHe-
3a (roJI0BOKpY>KeHue, roIoBHast 60J1b, OOMOPOK M TPaH3U-
TOpHasl UIIEMUYECKAS] aTaKa) U MUKPOLMPKYJISTOPHBIMU
HapymeHussMu (POAOHANITUS, AKPONAPECTEUS], NIIEMMUSI
NaJbLeB U HapylleHUe 3PEHUsI), HO MOXKET ObITh U TeMOop-
parmueckuii cuHapom (HOCOBble KPOBOTEUEHUS, TIETEXUH,
9KXMMOSBI U AP.). ¥ AeTel U MOJIOABIX B3POCJBIX 10 25 set
¢ 9T mukpococynucreie cumnromsr ormevdanucsk B 11 %
ciaydaes, cnseHomeranus — B 13,6 % cayuaes. Y Gosb-
ubix VI o 25 ner B 10,8 % canyuaes ormeuasnacs spurpo-
menanrus, B 20% — xosxubiit 3y, B 31% — cruienome-
raaust [11]. Mukpouupkyasitopable CHMITOMBI CBSI3aHbBI
C aHOMAaJIbHBIMU B3aWMOJEHUCTBUSMU TPOMOOIUTOB U 9H-
norenus B meakux cocyaax [13]. 'mcronaronornueckue
VCCIIE[IOBAHUST OPUTPOMEJIAJITUN BBISIBUIU apPTEPUOJISIP-

Hble MUKPOTPOMOBI, 6oraTsie TpoMGOIUTaMU, C BOCTIAJIEH-
HBbIM dH/I0TeeM, npoaudepaneil MHTUMBbI B COYETAHUU
¢ obunbHBIM oTnOKeHMeM akropa ¢on Bunnebpanga
(von Willebrand Factor, vWF) [13, 14]. Aprepuanbhbie
U BEHO3Hble TPOMOO3bI SIBJSIOTCS CEPbE3HBIM OCJIOMHEe-
nuem OT/UIT u npoucxopar y 256% Bspocabix 60abHBIX
[8]. Tpomboruueckue cobwitusa y mereit ¢ QT/VII 6buin
onucansl B psage uccaenosannii [6]. Cpenun 348 Gonbubix
no 25 ner ¢ QT/VI1 tpombossl npousomiu B 42 cayua-
ax npu T (Benosuvie — 31 (74 %), aprepnanbubie — 11
(26%)) n B 15 cayuaax npu VI (Benosusie — 9 (60 %),
aprepuaasubie — 6 (40%)) [10]. Bonee uem y 10% Bspoc-
JAbIX OOJIBHBIX Pa3BUBAETCSl FeMOPPATMYeCKU CUHPOM,
NPOSIBJISIIOIUICS  HKEJLYIOYHO-KHIIEYHbIMU, BHYTpHUYe-
PENHBIMU U yPOreHUTAJIbHBIMU KpoBoTeueHusmu [15].
Cpenu 60ababIX geTckoro Bospacra ¢ OT/MIT knmange-
CKU 3HAYMMbl€ FeMOPPATMYECKUE OCJIOXKHEHUSI OMMCAHbBI
B €AMHUYHBIX cay4asx [16].

Coobwasocs o Hapymenusx sxcnpeccun CD62P (P-ce-
nextun), CD63 u GP 11b/I11a rpomGonnramu B coctosinum
MOKOSI U MOCJIe AKTUBAIMU aHAJOraMy TPOMOMHA U KOJI-
narena y Bapocasix Goabnbix DT [17]. Vccneposanusa
MOKa3aJ/I1 NOBBILIEHHY 0 AKTUBALUIO TPOMOOLIUTOB (12 VIvo
npu JT, nposBasiromyocs yBeanyeHnem KOHIEHTPALMN
B,-rpombornobynuna n rpombokcana B, B niasme kposu;
akcnpeccun P-cenextuna (CD62P) u Tpombocnonauna
Ha MOBEPXHOCTHBIX MeMOpaHax TPOMOOLUTOB, YTO MOKET
NpeLpacnoaraTb K OCJ0XKHEHUAM, 00yCIOBIEHHBIMU I'U-
nepkoarysnsuueit [18]. [Ipu OT u U1 sxcnpeccus CD62P,
CD63 tpombonuros u suporenuansaoro VCAM-1 6puiu
3HAYMTEJIBHO MOBBILIEHbI y OOJBHBIX C 9PUTPOMEJAJTU-
el 1 y OOJIbHBIX, MEPEHECIINX apTepUabHble TPOMOO3HI,
NPy CPaBHEHUU C KOHTPOJIbHOW I'PYIIION, COCTaBJIE€HHOM
U3 310pPOBBIX /00POBOJIBLEB U OOJBHBIX C TPOMOOLUT-
emueii 6e3 TpomboTrueckux ocaoxxuenuit [18]. Bonbubie
OT umenu 60see BEICOKOE COfEpIKaAaHNE LUPKYIUPY OLHIX
TpoMbGOIUTAPHO-HEHTPODUABHBIX U TPOMOOIIUTAPHO-MO-
HOLUTAPHBIX KOMIIJIEKCOB B COYETAHUM C OoJiee BHICOKOM
aKcIpeccueil TKaHeBoro ¢pakTopa MOHOLIUTOB MPH CPaB-
HEHUM C KOHTPOJILHOI I'PYyIION, COCTABIEHHOMN 13 3[0PO-
Boix nobpososbues [18]. Cpenu 55 Bapocabix 6oababix T
B oboraleHHOl TpombonMTamMu naasme arperamus oblia
ocaabsenay 75% [18].

OTU U3MEHEeHUs] PEeaKTUBHOCTU TPOMOOIIUTOB OKOH-
YaTesabHO He MAEHTU(PUIUPOBAHBI KAK MPUYMHBI TPOM-
6OTHYECKMX MM  TeMOPPArMYECKMX  OCJIOKHEHUH,
32 MCKJIIOYEHMEM OPUTPOMEJAJIUU U MPUOOPETEHHOro
cunapoma Bunnebpanna [18]. [Ipuobperennsiit cungpom
Bunnebpanna npu TpomGoniuTo3ax BKIOYAET 3aBUCSIIUN
OT KOJMYEeCTBa TPOMOOLMTOB MOBBIIIEHHBIH MPOTEOJUS
BBICOKOMOJIEKYJISIPHBIX myJabrumepoB VWFE mon neticr-
Buem pacuensiomeit nporeasst ADAMTSI3 [19-21].
Onucannas MHOroaKTOPHOCTb BO3HUKHOBEHUS TPOM-
GoremMopparnueckux MpPOsIBJEHUH BBISBJIEHA y B3POCIBIX
6onbubix T u UII. [danbueitmue nccnenosanus tpeby-
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I0T U3yUYeHUs] 0COOeHHOCTeH PyHKIMOHAIBHBIX Hapylie-
HU TPOMOOLUTOB y [ieTell U MOJPOCTKOB C AAHHBIMU 3a-
GoseBaHUSAMH.

Ilens nacrosieit paborsr — uayunts mopdodyHkiro-
HaJIbHbIe XapakTepucTuku rpombonuros npu DT u UIT.

Marepuasbr 1 meTonbI

[IpoBeneno wuccienoBaHMe cepuu Ciy4aeB PasBUTHS
OT/WIly pereit u nogpocTKOB, 040OPEHHOE HE3ABUCUMBIM
sruueckum komurerom HMUILL «/II'ON um. /1. Porauesa»
(mporokos Ne 8/2016 ot 18.10.2016). B nepuopn ¢ despans
2015 no mexabps 2020 r. nox HabirofeHMEM HAXOAUIUCDH
39 Gonbubix DT u WUII. Bce uccnenosanus mposoau-
JM TMOCJe TMOJy4eHUsl NMUCbMEHHOro MHEGOPMHUPOBAHHO-
ro corsiacusi GOJTBHBIX U UX POAUTENEH B COOTBETCTBUU
¢ Xenbcunkckoii pexnapanueil. [Tucemennoe nudopmu-
POBaHHOE corjacue OBLJIO MOJYYeHO OT BCeX O(UIMab-
HBIX [PEACTABUTEEN Y YaCTHUKOB KOHTPOJIBHOM I'Py IIIIBL.

Huarnos OT 6bi1 ycranosnen y 26 (66,7 %) GosnbHbIX,
NIT — y 13 (33,3 %) 60bHBIX COrTIACHO AUATHOCTUIECKUM
kpurepusm BO3 [22]. B kayecTBe KOHTPOIBHOM rpyIIIbI
ucnoab3oBanu obpasisl kposu 40 3n0poBbIX feTeil B BO3-
pacre ot 2 no 17 ner (meguana 10 net). Konuuecrso rpom-
6ouuros Bapsuposaso ot 190x10%n1 no 388x10°%/n (menua-
Ha 269x10°%/m).

Ipynneot boronerx. Ha ocHoBanuum pesysbratoB renetuye-
ckoro uccaenosanus 39 6onbHBIX AJ15 A IbHENIIIero ugyye-
Hus ObuIM paspesensl Ha 3 rpynnsl. B l-to rpynny somuin
16 (41%) Goabubix ¢ TN dopmoit OT; Bo BTOpYIO rpyn-
ny — 15 (38,6%) Gonbubix ¢ myTanueii B 14-m sx3one rena
JAKZ; B Tpernio rpynny — 8 (20,5%) 60nbHBIX € BbIsIBJIEH-
HOU ApaiiBepHOI My Tanued B ak3oHe 9-ro rena CALR.

Anaaus kposu. Ananus nepudeprueckoil KpOBH 15 IO/~
cyeTa KOJMYECTBA TPOMOOLIUTOB BBIMOJIHSIJIN HAa FE€MaTO-
aornueckom anaiausarope «Sysmex XS-10001» (Sysmex
Corporation, SInonus).

Jlyuesore memodot duaznocmuru. Pazmepnl neuenu u cese-
3€HKM OLEHMBAJM C MOMOLIbI0 MAarHUTHO-PE30HAHCHON
tomorpaduu na tomorpade «Achieva 3.0 T» (Philips
Medical Systems, Nederland BV, Hupnepaanne)) u/unu
HOJHOCTBIO IIU(PPOBOr0 yHUBEPCAJIBHOIO yJIBTPa3BYKO-
BOr0 AMarHOCTHMYECKOTO armnapara 9KCHEPTHOro KJacca
yaerpasBykosoit cucrembl «ACUSON S2000» (Siemens
Medical Solution, CIIIA). VMccnenosanusi ObLIM BBITIOJN-
HeHbl y 39 GOsBHBIX.

Axmuenocme vWF (vWF: Reo) onpenensinu ronbkoy 60u1b-
ubix ¢ QT/UII ¢ nucnonpsosanmem anannsaropa KoaryJis-
nuu «ACL TOP 700» (Instrumentation Laboratory, CI1IA)
c Habopamu /ISl aHAJIU3a, NPeAOCTaBIEHHBIMU POU3BO-
nutenem (Instrumentation Laboratory). Mccnenosanue
6b1710 BINONHEHO Yy 38 GOTBHBIX.

Hmmynopenomunuueckoe wuccaedosarnue mpomboyumos me-
modom npomounoi yumomempuu. B nuromerpuueckom muc-
ce0BaHUM ObLT MPOaHAJIM3UPOBAH MapKepHbIA coCTaB
TPOMOOIIMTOB B COCTOSIHUU TOKOS M MOCJe aKTMBALUU
cmecbto TRAP-6 (ananor Tpombuna, aronucT perenro-
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pa PAR-1) u CRP (anasor xonnarena, aroHucT riamxo-
nporenna VI). MccnenosBanue nposopunu, xak onwca-
Ho panee [23]. Ouenusanu mopdosoruo TpombOLUTOB
no FSC (pasmep) u SSC (rpanynspuocrs). Msyuann
crenyomue QyHKIMOHAIbHBIE MapKepbl TPOMOOLUTOB:
peuentop CD42b (cy6wenunuua Ib penenropnoro xom-
nnekca GP Ib/V/XI) k vWF, tpombuny u cesassiBanus
¢ neiikonuramy; peuentop CD61 (cy6venmuuna Illa
peuenrtopuoro xommaekca GP IIb/I1la) k dbubpunoreny
B HU3KOaPUHHOM COCTOSHUM; CBSI3bIBAHHME AHTHUTEJNA
PACI ¢ GP 1Ib/I1]a B Boicokoadpuunom cocTossnmu, cro-
COOHOM CBsA3BIBATH (PMOPUHOTEH U BBHIBIBATH ATPETAIUIO;
CD62P (P-cenextun) kak mapkep perpaHy/sinuu aibda-
rpaHy/]l M MOJIEKYJIa MEXKKJIETOYHOrO B3aUMOEHCTBUS
C JIEMKOLUTAMH U 9HIOTEJHOLMTAMY; 00beM M BHICBOOO-
>K/IEHUE TUIOTHBIX IPaHyJI OLEHUBAJIH 110 (PJLyOpeCLEeH NN
sarpy»eHHoro menakpuna; docdaruauncepun (mo an-
HeKCHHY V) Kak MapKep KOJMYeCTBa MPOKOATYJISTHTHBIX
TPOMOOLIUTOB, MOY/IMPYIOINX TeHEPALMIO TPOMOMHA.
Pasmep Tpombouutos onpegensier muomanb LUTO-
NJa3MaTUYeCKO MeMOpaHbl M CBSA3AH C KOJUYECTBOM
PELENTOPOB M OpraHesul KJIETKU. OTO CO3AAET TPY/-
HOCTM MPHU WHTEPIPETALUN H3MEHEHUH MapKEPHOro
cocraBa TpomboumuTos mnpu axtusauuu. Daxruuecku
dbenoTunuueckue u
COLMMPOBAHHBIE C MyTalMel, MOTYT MaCKMPOBATHCS LU~

dyHKLMOHAIbHBIE HAPYIIEHUS, ac-

PpUHONI auamasoHa KOHTPOJIbHOM rpymmsl. s koppekr-
HOW MHTEpPIpeTauuy HapyLIeHUi B paboTe NMpUMEHEHBI
«MHJIEKCBl B II0KOe/Nocje aKTUBAIlUW», I103BOJIMBIIITE
OLIEHMBaTh IPOINOPLMOHAIbHOCTh M3MEHEHUI NoKasaTe-
Jieli Ipy aKTUBALMM Y BCEH I'PYINbl U I€PCOHATU30OBAHHO
Yy oTAenbHbIX OonbHBIX. MUHMMAaIbHBIE 3BHAYEHNST MHAEK-
COB aKTMBAllMM B KOHTPOJIBHOHW TI'pyIlNe HCIIO0Jb30BaJn
B Ka4eCTBe MOPOrOBhIX.

Cmamucemuueckud anaius. AHaIN3 CTATUCTUYECKUX Pas-
JUYUU IPOBOAUJIM C HCIOJb30BAHHMEM HelapameTpuue-
cxoro kpurepust Manna — YuTHu ¢ ypoBHEM 3BHAYMMOCTU
p < 0,05. Jluaum u cTonabubl npeacTaBaAOT MEAMAHHOE

BbIpAXXE€HHNE C MEXKKBAPTUJBHBIM NMAIIa30HOM.

Pegysprars:

Obwasn xapakmepucmura 6oronsix. Obcnenosano 20 mann-
quxoB u 19 neBouex ¢ ycranosnennsim quarnosom OT (n =
26) nnu UII (2 = 13). Bospacr nebrora sabonesanus co-
craBua mias DT or 0,5 no 17 ner, mennana 8 ner, u MI1
or 0,25 no 17 ner, mennana 6 ner. locrosepusix pasau-
41l Mo Bo3pacTy AebiooTa 3aboseBaHus MeXy Tpynnamu
6obHBIX He ObL10 (p > 0,15, nanHbIe He MOKa3aHbI).
oW
KonuuectBo TpombGouuToB OblI0 AOCTOBEPHO OGOJbIIE
B rpynne TN dopmbr OT (p = 0,005) npu cpaBHenun
¢ rpynnoit JAK2 n ne ormmuanocs or CALR (p = 0,98)
(puc. 1 A). Axkrusnocts vVWF nocrosepno ne pasnuyasacs

Koauuecmeo — mpomboyumos — u  akmusnocme

mexay rpynnamu 6onpubix (puc. 1 B). Ilpuobperennsrii
cunapom Bunnebpanna passuscs y 64% (n = 25) 6o0ab-
ueix. Koppessiiuy mesxay mnoBbllIeHHMEM KOJMYECTBA

| 2025; 70(3): 336-347 | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | TEMATONOTUS 1 TPAHCOY3UONOTHS | 339



| OPUTUHATIBHBIE CTATbU | ORIGINAL ARTICLES |

A(A) i KoHTpons / Control (N = 40)

3600 4 TN (n = 16)
S ] JAK2 (n = 15)
) 3150 - CALR (n = 8)
% ] p=0,98
m
o 2700 ¥
= i p=0,005 *
s ST BD L —
T = 2250~ p=0,09
2% o]
g- .g 1800 - = ”
e g E [ 2P *
© S 1350~ o
= | o0
8 £ o00- = *y®
gz oo I
= i

450 -
2 | ot

0

T T T T
KrI (cG) ™ JAK2 CALR

. B(B) 150
S 1404 . TN (n = 16)
© 120 4 CALR (I"I=7)
& 110
[} o
E ¥
s £ d =
5 £ 90 p=0,36
2
g & 8- T . p=0,08
O 5§ 704 _o
£ % gl .°
s & 607 . ote P70.35
S 2as2 ——e —
B 8 =0 e o d
0 = 30| ¢« ¢ o *
Iz 3 1 o ote R
E £ IR Ol s
E 10 * l
< o4 ¢ &
1 I 1
™ JAK2 CALR

PucyHok 1. Konudectso TpomGounos u aktvsrocts VWF B rpynnax Gonshbix. KI' — koHTponsHas rpynna (onvicarme e tekcre)

Figure 1. Platelet count and v WWF activity in patient groups. CG — control group (description in the fext)

TpomMbOOUMTOB U cHMKeHueMm aktuBHocTu VWFE He GbLiIO
BBISIBJIEHO HU B ORHOHU u3 rpynn Goasubix (> 0,05, nan-
Hble HE MOKa3aHbl).

B zpynne TN manbuuku cocrasuau 50% (2 = 8). Menunana
Bo3pacra aebrora sabosnesanus cocrasuaa 10 net (ot 18 mec.
no 15 ner). Menuana xonuuecrsa rpombouutos 1468x10%/n
(ot 780x10%/n no 2620x10°/n, puc. 1 A). lenaTomeranus na-
bmonanace y 7 (44%), cnnenomeranua — y 8 (60%) Goab-
ubix. M@ craguu 1 passuiacay 13 (18,8 %) o6cnenosannbix
6osnbubix. AkTHBHOCTE VW I Bapbuposada ot 1,7 no 139,7 %
(menmana 45,8%) (puc. 1 B). Ilpuobperennsiii cunapom
Bunne6panna passuncsy 8 (50 %) 6onbubix. Miemuueckue
CUMIITOMBI B BU/JE TOJIOBHOM OOJIM, TOLIHOTBI, PBOTHI,
001 B >KMBOTE, OHEMEHMSI KOHYMKOB I1aJIbIEB OTMEYeHbI
v 4 (25%) Goabubix. HocoBble kpoBoTeueHMss BOSHUKJIN
y 1 Gosnbaoro. Cmemannas CMUMOTOMATUKA B BUJIE JIETKOTO
NOSIBJIEHU ST 9KXMMO30B U NILEMUYECKUX IIPOSBJIEHUIN OTMe-
4yeHa y OfiHOr0 GOJILHOTO.

B epynne JAK2 Gwvino 7 (47 %) manvuukoB. Menuana
Bospacra pebrora 3abonesanus — 6 ger (or 3 mec.
no 17 ner). Menuana xonuuecrsa tpomboruros 989x10%/n
(or 591x10°%/n no 1455x10%/x, puc. 1 A). I'emaromeranusa
Habmopanacs y 4 (27%), cnnenomeranus — y 9 (60%)
6onbubix. M@ crapuu 1 passuscs y 5 (33,3%) GonbHbIX.
Axrtusnocrs vVWF Bapeuposana or 9,1 o 67% (menuana
32,1%) (puc. 1 B). [lpuobperennsiii cunapom Bunnebpanna
passuica y 11 (79%) 6onpubix. Mmemunveckne cumnromsr
B BU/Ie TOJIOBHOI 6OJIH, TOJIOBOKPY KEHUH, HAPYIIEHUIT 3pe-
HUSs1, C1a00CTH, 3y/a B 00IACTH IOJIOBbI U HOT, OOJIU 3a Irpy-
[AMHOIi, OHEMEHMS MaJblieB, napecteauu optu B 7 (46,6 %)
cayyasx. VIsosmnpoBaHHBIM KOXXHBIM IeMOpparnyecKui
cuHApOoMm ObLT y onHOro 6ompHoro. Cmemannas cumnroma-
THKA B BHUJE JIETKOTO TIOSIBJIEHUsSI DKXUMO30B U UIIeMHrde-
ckux npossieHnii saperncrpuposanay 2 (13,3 %) 6onbHbIX.

B epynne CALR Gwvino 5 (63%) manbuuxos. Menunana
BospacTa nebiora 3abonesanuss — 12 ger (or 6 mec.
no 17 ner). Menuana konuuecrsa rpombonuros 1293x10°/n

(or 603x10°/n mo 2744x10°/n) (puc. 1 A). I'enatomeranus
Habmonanace y 3 (38%), cnnenomeranus — y 5 (63 %)
6onbubix. M@ cragumu 1 passunca y 1 (12,6%) 6Gouab-
Horo. Axrusnocrs VWF Bapsuposana or 0 mo 48,3%
(menuana 19,8%) (puc. 1 B). Ilpuobperennsiii cunsa-
pom Bunnebpanna passusica y 6 (85%) OGoabHbIX.
MukpouupKyJasTOpHbIE CUMOTOMBI B BUIE TOJOBHO
6011, TOJIOBOKPY>KEHMUS, TOLIHOTHI, BBINALEHUS MOJEH
3peHUsl, OHEMEHUSI B PyKe, IIEKe U KOHUMKE SI3bIKa, C1a00-
CTH B HUYKHUX KOHEYHOCTSIX, HAPYLIEHU s TOXOAKHU, OBICT-
poit yromasiemoctu Habmonanu B 3 (37,6 %) cayuanx, ox-
XMMO3bl, HOCOBble KpoBoTeuenust — B 2 (25 %) cayuanx.

Tlpomounasn ywmomempus mpomboyumos

Pasmep neakmueuposanoixx mpomboyumos 6u11 fOoCTOBEP-
HO yMeHbIIIeH BO BCeX Ipynnax OOIbHBIX MPHU CPaBHEHUU
¢ xoutpoasHoi rpynmnoit (p < 0,01, puc. 2 A). Ilocne ak-
THUBAIlMU Pa3Mep TPOMOOLUTOB ObLJI MEHbLIe, YeM B KOHT-
poabHoii rpynne, Toabko B rpynne TN (p = 0,01, puc. 2 B).
Ymenbluenue pazmepa TpPOMOOIIMTOB MPU AKTUBALIUU [10-
CTOBEPHO He OTJINYAJIOCH OT KOHTPOJIBHON TPy MBI TOJBKO
B rpynne TN (p = 0,11, puc. 2 B), uro ykaseiBaer Ha co-
XPaHHOCTh MeXaHM3MOB KOHTPAKLUU y OOJbLIMHCTBA
6onbubix ¢ TN dopmoit OT. B rpynnax JAK2 u CALR
TPOMOOLMTBI He YMEHbIIAJUCh B Ppasmepe AOJKHBIM
o6pasom (p < 0,0015, puc. 2 B). ¥V 8 Gonbubix unaexc FSC
B TIOKO€/Toc/Ie aKTUBAITMY ObIJ HU>Ke MUHUMAaJIbHOTO 3Ha-
uyenus 1,28 B kouTposnbHO# rpynne (puc. 2 B).

Ipanynsprocme neakmusuposarnsix mpomboyumos oObiia
nocrosepHo cHuokeHa B rpynnax TIN u CALR no cpashe-
Huto ¢ kouTposasHoi rpynnoit (p < 0,01, puc. 2 I'). Ilpu ak-
TUBALMK FPAHYJISIPHOCTD BO BCEX TPy HNax OOJBHBIX HE OT-
Anyasack ot KoHtpouasHoi rpynnst (p = 0,12, puc. 2 [1).
YmeHblleHHE TPaHyISIPHOCTH TPOMOOLUTOB MPH aKTH-
Bauuu B rpynnax [N u JAK2 ne otnimnyanocs or KOHT-
pouabnoii rpynnst (p 2 0,07, puc. 2 E), no 6b110 ocnabaeno
B rpynne CALR (p < 0,03). I1pu atom y 4 6onbHbIX MHAEKC
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PucyHok 2. [epcoHonmanpoBaHHas OLEHKA YMEHbLIEHMS PA3MEPA W TPAHYNAPHOCTY TPOMOOLMTOB. Paamep TpOMBOUMTOB Bbin yMEHbLIEH BO BCEX rPYNNAX GOMbHbIX B COCTOAHMM
nokos (A). Mocne akTMeauMM pasmep TPOMEOUMTOB AOCTOBEPHO ymeHbliancs Tonsko & rpynne TN (B). Kontpakums TpomGoumnTos 6uina AocTosepHo ocnabneHa B rpynnax
JAK2 v CALR (B). BonbHble ¢ HapyLeHHO KOHTPaKUME TPOMEOUMTOB 3aTeHeHs!. CHuXeHHas rpaHyaspHoCTs Tpombouutos Habnopanacs s rpynnax TN v CALR (I'). Mocne aktreawmm
[OCTOBEPHbIX OTAMUMIA He Habnioaanock ([). YmeHrblwenme rpanynspHocTy Guino foctosepHo ocnabnero npu mytaummn reda CALR (E). 3aterersl GombHble, B TPOMGOLMTAX KOTOPbIX

FPOHYNSPHOCTL BLING YBEMMYEHA.

Figure 2. Personalized assessment of platelet size and granularity reduction. Platelet size was reduced in all groups of patients at rest (A). After activation, platelet size significantly
decreased only in the TN group (B). Platelet contraction was significantly weakened in the JAK2 and CALR (C) groups. Patients with impaired platelet contraction are shaded. Reduced

platelet granularity was observed in the TN and CALR groups (D). After activation, no significant differences were observed (E). The decrease in granularity was significantly attenuated

with CALR (F). Patients whose platelet granularity increased are shaded

SSC B nokoe/mocsie akTUBaMK ObLI HUYKEe MUHUMAJIBHOTO
snauenus 1,04 nnsa konrposbhoii rpynns (puc. 2 E).

Mopporoeuuecrkue napyuwenus TpomoOLUTOB OBLIN BBISIB-
JIEHBI B BU/€ COYETAHMS MOBBILIEHUS UX IPAHYJISIPHOCTH
OTHOCHUTEJIBHO pasmepa KJIEeTOK y GOJbIIMHCTBA GOMbHBIX
(puc. 3). B nokoe rpanynsapHoCcTh TPOMOOLHMTOB ObliIa TIO-
soimena y 23 (69 %) Goavubix (puc. 3 A), nocse akTuBa-
uun — y 10 (26 %) Gonbubix (puc. 3 b).

GP Ib/V/IX (no CD42b) na membpane Tpombo1nTOB BO BCex
rpynnax GoIbHBIX He OTVIMYAJICS OT KOHTPOJBHOMU Py b
(p > 0,05, puc. 4A). [1pu akrusanuu CD42b 6611 noebien
Bo Beex rpynnax 6osbubix (p < 0,01, puc. 4 B). Ymenviuenne
CD42b na membOpane TPOMOOLUTOB ObBLIO [OCTOBEPHO
ocaabaeno Bo Beex rpynnax 6osnpubix (p < 0,01, puc. 4 B).

GP11b/11la (no CD61) 6b11 OCTOBEPHO CHUYKEH B IPyIINax
TN u CALR B mnokoe no CpaBHEHUIO C KOHTPOJBHON
rpynnoi (p < 0,004, puc. 5 A). Ilpu akrusauun CD61 6611
CHUW>KeH BO Beex rpynmnax coasnbix (p < 0,001, puc. 5 B).
Oxcrepnanusanus CD6] na nosepxnocTs MemGpaHbI
TPOMOOLIMTOB NpPU aKTUBALMMU Oblaa ocjabiieHa BO Beex
rpynnax Gosabubix (p < 0,02, puc. 5 B). Ilpu oarom
v 9 60onbubix ungexe CD61 nocse aktusanuu/s noxoe 611
HM>KE MMHMMAJBHOrO 3HayeHus 2,1 1 KOHTPOJIBHOM

rpynnst (puc. 5 B).
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Axmueuposannas ¢paxyus GP IlIb/llla (no ceazbiBanuio
PACI) 6b11a nocrosepHo cHuskeHa Tosnbko B rpymnme TN
B nokoe u npu aktusanuu (p < 0,04). Onnako nnpexc ak-
tusauuu GP 11b/I1la nocrosepno ne ornuuancs or kouTt-
POJIbHOH IpyMIbI BO Beex rpynnax 6ombubix (p = 0,3, nan-
Hble He TTOKa3aHbl).

Konuueemeolobvem naomneix eparyn rpombonuros (no me-
NakpuHy) ObLIM [OCTOBEpHO cHMyKeH B rpynnax JAKZ
u CALR (p £0,02, puc. 5 I). [Tocae akrusanuu rpombonu-
TOB U [erPaHyJIsIUU MJIOTHBIX TPaHyJ octaTouHas ¢uyo-
pecleHIMsl MeaKpuHa OblJIa JOCTOBEPHO MOBBILIEHA TOJb-
ko B rpynne JAK2 (p = 0,008, puc. 5 [1). Herpanynsauus
NJIOTHBIX TPaHyJ Oblla OCTOBEPHO Oc/abyieHa B rpyTnax
JAK2 n CALR (p < 0,001, puc. 5 E). I1pu atom y 8 GoababIx
WHEKC JerpaHy sy IIOTHBIX IPaHyJI ObLI HUYKe MUHU-
MaJIbHOTO 3Ha4YeHUs KoHTpousbHOM rpynnsl 1,93 (puc. 5 E).

P-cenexmun (no CD62P). B rpynmax Gonbueix CD62P
Ha MemOpaHe TpPOMOOLMTOB B IIOKOE HE OTJIMYAJICS
ot xoHtpoabHoi rpynnsl (p = 0,1). Ilocse axruBanmu
TpombouunTos 1 cekpennn O-rpanya CD62P na membpane
TPOMOOLIMTOB OCTOBEPHO HE OTJIMYAJICS OT KOHTPOJbHOM
rpynnst (p 2 0,05). Mnnpexe perpanynsumnu O-rpanys no-
CTOBEPHO HE OTJIMYAJICS OT KOHTPOJIBHOU IPYIIIIBI BO BCEX
rpynnax 6oabnbix (p 2 0,14, nanusie He mokasaHbr).
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PucyHok 3. CooTHolweHre pasmepa 1 rpaHysspHOCTU TPOMOOLMTOB. BosbHbIE C MOBBILIEHHOM TPAHYSPHOCTHIO TPOMOOLMTOB OTHOCUTESIBHO MX PA3MEPA HABMIOAQIOTCS BO BCEX
rpynnax & nokoe (A, 4To yKa3HBAET HO HAPYLEHWS BHYTPUKNETOYHOM QPXMTEKTYPH TpomMbowmTos. [locne akTMBALMM MPAHYASPHOCTL BHING MOBLILLEHA OTHOCHUTENLHO PA3MEPa
Tpombouutos B rpynnax TN v JAK2 (B). 3ateHers GonibHbie, y KOTOPbIX OTHOWEHWE Pasmep,/ FPaHYNSPHOCTb BbNO HAPYLWEHO

Figure 3. Ratio of platelet size and granularity. Patients with increased platelet granularity, relatively to their size, are observed in all groups at rest (A), which indicates alterations of

the infracellular architecture of platelets. After activation, granularity was increased relatively to platelet size in groups TN and JAK2 (B). Patients whose size /granularity ratio was im-

paired are shaded
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PucyHok 4. MNepcoranuanposantas ouerka CD42b memEparsl TpomGountos. Bo Bcex rpynnax 60onbHbIX, HECMOTPS HA yMEHbLIEHHbIN pasmep TpombounTtos, skcnpeccua CD42b
Ha memBpaHe He oTmyanacs or koxtpons 8 nokoe (A). Mocne aktveoumm skcnpeccns CDA2b Guina nossiwera so scex rpynnax (b). Cruxerne CD42b npu oxtusaumm Gbino
[OCTOBEPHO MEHEe BHPAXEHO BO BCex rpynnax GonbHbix (B). 3aterersl GonbHbie, Ha Tpombouutax koTopsix otwennetme,/untepHanuaaums CDA2b Gbina Himke MuHUMANBbHOTO

3HA4YEHNA B KOHTPOE

Figure 4. Personalized assessment of platelet membrane CD42b. In all groups of patients, despite the reduced platelet size, the CD42b level on the membrane did not differ from
the control at rest (A). After activation, the CD42b level was increased in all groups (B). The decrease in CD42b upon activation was significantly attenuated in all patient groups (C).
Patients whose platelet shedding,/internalization of CD42b was below the minimum value in the control are shaded

Lors npoxoazynanmustx  gochamuduncepun-noroncumens-
Hetx mpomboyumos (no annerxcuny V). B nokoe m mocae
akTMBauuu 10751 docdaTynICceprH-TOT0MK UTENbHBIX
TPOMOOLMTOB HE OTIMYAJACh OT 3HAYEHUIH KOHTPOJIbHOM

rpynnst (p 2 0,46, nanHbIe He TOKa3aHbI).

OG6cyxpenmne

VY mabmopasmuxcsa 6oababix DT u VI perckoro Bos-
pacra, HECMOTpPsI Ha Pa3au4us B APABEPHBIX MYTalUsX,
OblIM BBISIBJIEHDI Caeaytoniue obmue yepTsl mopdodyHK-
LIMOHAJIbHBIX HAPYLIEHUH TPOMOOLUTOB:

® yMeHbILIEHHE pazmepa TPOMOOLUTOB;

¢ okcripeccust CD42b (GP 1b/V/IX) ne ornuuanace
OT KOHTPOJIbHOW TPyMIbl, HECMOTPSI HA yMeHbIIEeHHBIH
pasmep TPOMOOLIMTOB;
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® ocsiabsieHue TMPOLECCOB  OTILIENJIeHUsI/MHTepHAIU3a-
nuu CDA42b ¢ nosepxnocTn membGpaHbl MpM akTHUBaLUU
TpoMbOIUTOB;

® ocnabnenue skcrepuanusanuu CD61 (GP I1b/I11a)
M3 BHYTPHUKJIETOYHOIO AENO Ha MOBEPXHOCTH MEMOpPaHBI
[pPU aKTUBALMU TPOMOOIMTOB.

B wuccnenosanuu npeobnapanu 6onbusie ¢ TN dop-
moii (41 %) u JAK2 ppaiisepnoii myranueii (38,5 %), pexxe
¢ CALR npaiisepnoit myranueii (20,5%). B ony6aukosan-
HbIX paborax y meamarpuveckux 6oapHbIX uwactora TN
dopmer IT/NIT Bapsuposana or 19 no 58,8%, ¢ mpaii-
BepHOil myrauueit rena JAK2 — or 35,3 no 67,1 %, rena
CALR — o1 4,8 0o 59% [9, 24]. 1na Bapocabix 60abHBIX
XapaKTepHa ApyTrasi 4aCTOTa BbISIBJEHU I APAHBEPHbBIX My-

tauwii: B rene JAK2 — y 80,4 %, CALR — y 10,5 %, MPL —
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PucyHok 5. Mepconanuanposantas ouerka CDOl 1 nnotHbix rpanyn TpomGoumtoe. B rpynnax TN u CALR skcnpeccuns CDOT Ha membpatie 6bin cHuxera B nokoe [A), 4to
COMacyeTcs C MeHbLUVM Pa3mepom TpombouuTos GonbHbix. [ocne aktneawmm skcnpeccus CDO1 Bbina chuxena so scex rpynnax (B). Dkcrepranmsaums CDO1 Ha nosepxHocTs
MEMBPAHbI 113 BHYTPVKIETOYHOTO AENO NPY AKTHBALYMM BN AOCTOBEPHO OcnabneHa Bo scex rpynnax 6omsHeix (B). 3atereHs GonbHbie, Ha TOOMEOLUMTAX KOTOPLIX SKCTEPHANM3ALMS
CDOl 6bina HUXe MUHUMATIBHOMO 3HAYEHMS B KOHTPOME. 3eneHbM LBETOM BHAENEH 300POBLI AO6POBONEL ¢ HeobLYHO noBsiweHHoM skcnpeccuert CDOI B nokoe u no s1oit
npuurHe cHkeHHsiM uHaekcom CDOL. XKensim usetom seigener 60onbHOM co cHixerHom skcnpeccuert CDOI B nokoe 1 nocne akTMBALMK 1 MO STOM NPHUUMHE CHIUKEHHBIM MHAEKCOM
CDOl. Konnuectso,/obbem nnoTHsix rpamyn Guinn goctosepHo chukens & rpynnax JAK2 u CALR ([). Mocne axktvsaumm TeraeHums k ocnabnexmio aerpaHynaumm Gu1a BusBeHa
& rpynnax JAK2 u CALR ([ v E). 3ateHeHs 6onbHbie, TPOMBOUNTE KOTOPLIX AEMOHCTPMPOBANH AeduumT/aedekT BbICBOBOXAEHNA rPAHYA HUXE MUHUMANBHOTO 3HAYEHMA UHAEKCa
LErPOHYNALMM B KOHTPOE.

Figure 5. Personalized assessment of CD61 and dense granules of platelets. In the TN and CALR groups, CD61 membrane level was reduced at rest (A), which is consistent with
the patients’ smaller platelet size. After activation, CD61 level was reduced in all groups (B). CD61 externalization to the membrane surface from the intracellular depot upon activa-
tion was significantly attenuated in all patient groups (C). Patients whose platelet externalization of CD61 was below the minimum value in the control were shaded. Additionally, a
healthy volunteer with an unusually elevated resting CD61 level and, for this reason, a decreased CDO1 index is highlighted in green on the graphs. For comparison, a patient with
reduced CDOI at rest and after activation, and for this reason a reduced CDOI index, is highlighted in yellow. Dense granules were significantly reduced in the JAK2 and CALR (D)
groups. After activation, a tendency to degranulation weakening was detected in the JAK2 and CALR (E and F) groups. Patients whose platelets showed DG deficiency and defective
granule release below the minimum index value in the control are shaded.

v 2,4% u TN dbopma — y 3,7 % Goabueix [9]. Haubonbumee Husa xaxnoit remernueckoit rpynnst OT/MIT 661 BbI-
KoJIMYecTBO TpombouuTos Habmopanocs B rpynnax TN saBjeH yHUKaJdbHbIH KoMmIuieke MOpPdodyHKIMOHATBHBIX
u CALR no cpasuenuto ¢ JAKZ, uto coBnagaer c fJaHHBIMM ~ HapyLIEHHUI TPOMOOLUTOB.

[J1st B3pocabix 6ombHbIx [25]. Hapywenus mpomboyumos npu dpaiseproi mymayuu zena

Tpombos u kposoroumsocth siBasitorcst xapakrepubl-  CALR. B rpynne CALR xonuuectso TpombouuTtos 6bl10
mu nposinenusimu DT u UII. Cpenun 39 Gonbubix net- conocraBumo ¢ rpynmnoit TN, Ho Bbie, yem y GonbHBIX
CKOro BO3pacTa CHUMITOMBI HIIEMUYeCKMX Muxkpouup-  rpynnsl JAKZ. B neakruBuposanubix Tpombonurax rpa-

KyJISITOPHBIX HapylieHui Habmogaan y 36% OGonbHBIX,  HyJSPHOCTb OblLIa yBeJIMYEHA OTHOCHUTEJIBHO pasmepa
kposorounBocts — y 10% nereit, a cmemannyo cumnro- TPOMOOLIUTOB y MOJIOBUHBI OOJIbHBIX, YTO CBHAETEJHCT-
matuky — B 7,7 % ciy4aes, TpPOMOO3bI AMATHOCTUPOBAHBI  BOBAJIO O HAPYIIEHUSIX BHYTPHUKJETOYHON apXHUTEKTYPHI,
He Obiu. B apyrux paborax coobwiasoch O roJOBHBIX — HPOUCXOAMBILIUX B MPOLECCE CO3PEBAHUs TPOMOOLMTOB.
6onsix y 23,8-35,3%, yromnsemoctu — y 11,8 %, syne — OTO comlacyercst ¢ JAHHBIMM, [IOKAa3aBLIMMH, YTO Ipa-

y 11,8 %, napecresusax — y 5,9 %, nposiBnenusx kposoro-  nyaspuocts merakapuouutos (MKLL) 6bina nosbinena
anBoctu — y 9,6%, rpombosax — y 17,6 % nemmarpuue- B IOJLyYeHHBIX OT OOJIBHOrO hom CALRins5 WHYUPO-
ckux 6onbubix [9, 24]. ITo nanubim N. Soyer u coasr. [26],  BaHHBIX NUIIOPUIOTEHTHBIX CTBOJIOBBIX KJETKAX IO CPaB-
cpenu 708 Bapocabix Goabubix MITH Tpom6os n kposoTe- Henuto ¢ HemyTtupoBanubimu MKILI, uro Geio pacueneno

genue npousoutn y 20,6 u 7,5 % Goasusix NI, 151 19%  kak Gosee Boicokas crenens cozpesanus [27, 28]. [1pu atom
Gonbubix DT cooTBeTCTBEHHO. He HabJI0a/IoCh pasAM4uil B TPAHYJISIPHOCTU MEXY
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CALRIe[52-mytuposannvimu MKIL u nemytuposanubimu
MKII. Takum obpasom, pazauunsie myrtauuu CALR mo-
I'YT BbI3BIBATh HEM/EHTHYHBIE CTPYKTypHbIE U (yHKIIMO-
HaJbHbIE M3MEHEHUsI W, BEPOSITHO, OOyCJaBIMBATH pas-
Au4usi B UX KauHudeckom npodune [27]. YV GoabubIx
B HACTOSIIIIEM UCCJIE0OBAHUH IPAHYJISIPHOCTb TPOMOOLUTOB
MMesa TEHAECHLUUIO K YBEJIMYEHUIO, & KOHTPAKLMS TPOM-
OOLMTOB NMpPU AKTUBALMM — K OCJADJIEHMIO. DKCIPeCCHst
GP IIb/Illa y Gonbubix GblLTa HUME, YeM B KOHTPOJBHOMN
rpymre,
TpombounTos. OLHOBpEMEHHO MPU AKTHBALMYU BbICTABJIE-

494TO comnacyercsa C yMEHbIICHHbIM pasmMepom

uue GP IIb/I1la na nosepxnocTs MemGpaHbl TPOMOOLUTOB
U3 BHYTPHUKJIETOYHOTO JIENO NMeJIO TeHIEHIUIO K ocabJie-
HUI0. DTO COMIACYETCS C yMEHbILIEHUEM KOJM4YecTBa/00bema
nutotHbIX rpany, aenonupyomux GP 11b/111a.

Hapyuwenus mpomboyumos npu TN gopme ST/HII TTpu TN
dbopme KoIMUECTBO TPOMOOLIUTOB HE OTIMYAJIOCH OT I'PYyT-
et CALR, 1o 6bu10 nocrosepHo Bbiue, uem B rpymnmne JAKZ.
I'panynsipHocTs ObLTAa MOBBILIEHA OTHOCHTEIBHO pasmepa
TPOMOOLMTOB y GOJMBIIMHCTBA OOJIBHBIX, MOLOOHO BbILIe-
YIOMSIHYTBIM HapyLIEHHMSIM IPU FOMO3UTOTHOM MyTaluu
CALRins5 [27]. T. Inano u coast. coobumm, 4To nNpu Kysib-
tusuposauuu (n vitro MKL] or 6onsubix ¢ TN dopmoii
n MK ¢ myraumsamu JAK2 V6I7F, MPL exon 10 u CALR
exon 9 nabsrofanach 9KBUBaJIEHTHAS U yCUJIEHHAS CIIOCO0-
HOCTDb K 06pa30BaHI/IIO rosnonuit MKILI naske B orcyrersue
TpombonoaruHa, B otanune ot MKLL 3nopossix 106pososb-
ues [25]. [1pu akTuBanuu KoHTpakMs TPOMOOLUTOB OblIa
coxpaHHa y 6OJBIIMHCTBA GOJIBHBIX U CHUYKEHUE FPAHYJISAP-
HOCTH JIOCTOBEPHO HE OTJIMYAJIMCh OT KOHTPOJIBHON IpyI-
Ibl, COCTOSIBIIEN U3 3[I0POBbIX A0OPOBOJIBIEB. DKCIPECCHst
GP 1Ib/I1]a B nokoe Gbla HUYXKE, YeM B KOHTPOJIBbHOM TPyTI-
e, YTO COIVIACYeTCsl C MEHBIIMM pa3MepoM TPOMOOLMTOB
npu TN dopme. B orinune or Goabubix ¢ apaiisepHoii my-
taumeit rena CALR, B rpynne TN e nabmoganu nedpunmra
nsorubix rpanys. Onnako soicrasiaenne GP 11b/11]a na no-
BEPXHOCTh MEMOPAaHBI TPOMOOLIUTOB U3 BHY TPUKJIETOYHOTO
feno 6b110 0caa0IeHo. DTO YKa3bIBAET HA KOJIMYeCTBEHHbIH
nepuUT UM KadyecTBeHHbIH nedeKT MexaHU3MOB TpaH-
copra GP 1Ib/Illa na noBepxHOCTb HUTONIAZMATHYECKOM
membpansl Tpomborutos npu TN dbopme.

Hapywenus mpomboyumos npu dpaiiéeproic mymauyuu zena
JAK2. B rpynne JAK2 xonuduectBo TpombouuTos 0ObLI1O
ke, yem B rpynne TN. ['panynsprocts B nokoe 6Gbuia
yBeJMYeHa OTHOCUTEIbHO pa3mepa TPOMOOLUTOB Y 6Ob-
IIMHCTBA GOJIBHBIX, YTO CBU/AETEIBCTBYET O HAPYLIEHHOM
BHYTPHMKJIETOYHON apXUTEKType B NpoLecce Tpombouu-
tonoasa. E. Babarovi€¢ u coast. [29] ycranosunu cssasb
Me>X /1y BBICOKOM aJutenbHol Harpyskoit JAK2 V6I7F v atu-
nuunoit mopdouorueit MKLI B Buse Gosbiiero xonuyecr-
Ba KJIacTepoB ¢ aedeKTamu codpeBaHMs sifep. B rpynne
¢ Huskou akcnpeccuedt JAK2 gyame Berpewanncs MKLL
B ctynenuaroii popme pora. [Ipu aktupanuu konTpakuus
TpomMboIUTOB OblIa OC/1absIeHa, & CHUYKEHHe IPaHyJIsIPHO-
CTH HE OTVIMYAJIOCh OT KOHTPOJIBHOMN IPYIIIIbI, COCTOSIBIIEH
u3 310poBbIxX 100poBosbLeB. HecmoTps Ha ymeHbIIEHHBIH

paamep Tpombouutos, B nokoe skcrnpeccuss GP 11b/I11a
HE OTIMYajach OT KOHTPOJIbHOHM rpynnel. [Ipu axrtusa-
uun seictasiaenne GP 11b/I1la na nosepxnocts membpa-
HbI TPOMOOLIMTOB M3 BHY TPUKJIETOIHOrO €0 ObLIO ocIa-
6JsieHO, coryacysicb C yMeHbLIeHHeM KoJuyecTBa/obbema
nsoTHbIX rpany, aenonupytomux GP I1b/111a.

Bo Bcex rpynmax GosibHBIX THOKasaTean AaKTUBALUU
GP IIb/11a (nmo PACI), skcnpeccun P-cenextuna u Bbic-
BOOOK 1eHU ST Ol-TPAHYJI, 10J1U TTPOKOATYJISIHTHBIX TPOMOO-
LUTOB B MOKOE W IPHU aKTUBALIMU JAE€MOHCTPHUPOBAJM KO-
JIMYECTBEHHY0 M KAY€CTBEHHY0 COXPAHHOCTD.

Nmerorcs pannble, 4rto y B3pocabix Obombabix OT
Ha HEAKTMBUPOBaHHBIX TpombonuTax skcnpeccus CD42b
(GP Ib/V/IX) u CDA41 (GP I1b/11la) 6b11a Huske no cpas-
HEHMIO cO 310poBbimu pobpososbuamu [30]. Y Gonbubix
AT u UII ceaseisanune PACI1 [17], CD63 [31] u CD62P
[17, 30, 31] 6b1s10 BbILIE, UTO ABASETCS MTPU3HAKOM BHY TPH-
cocynucroi npeaaxrusanuu rpombounros (BAT). ITocse
aktuBauuu tpombouutos AJld/konnarenom mam anpe-
nanunom/konnarenom CD41, CD62P [30] u CD63 [17,
30] 6bLIM CHMOKEHBI, YTO COIVIACYEeTCsl C MPEAIONI0KEHU-
em o BAT. CeaseiBanue PACI nociie akTuBammm mocro-
BEPHO HE OTJIMYAJIOCh OT 3[A0POBBIX Ao0bpososbues [17],
4TO CBUAETENBCTBYET O COXPAHHOCTH MEXAHU3MOB AKTH-
sauuu GP IIb/Illa u cornacyercs ¢ pesyapratamu, no-
Jy4eHHBIMU B HacTosuel pabore. Onucano, 4to y B3po-
capix Goabubix OT (menuana Bospacra 58 ner), mons
docdaruanacepuH-OTOKUTETBHBIX TPOMOOIIUTOB Obla
B 5 pas Boiwe npu CALR v TN u B 7 pas sbiue npu JAKZ,
4eM y 3/10poBbIX n0bpoBosbLes [32], B otinuune ot obce-
[AOBaHHBIX MEUATPUIECKUX OOJBHBIX.

Takum o00Opasom, y B3pOCJBIX OOJBHBIX HAPYIIEHUS
dbyHKIUME TPOMOOIUTOB B BHUAe MPU3HAKOB BHYTPHUCO-
cynucroii npenaxktusauuu (noseienne CD62P, PACI,
CD63 u nonu docdarnaniacepuH-non0>KUTEIBHBIX TPOM-
GOLMTOB) COMIACYIOTCSI C BBICOKOM 4YacTOTOH TPOMOO30B
u xposoreuenuit. Orcyrcreue npusnaxkos BAT y nereit
COrJIACyeTCsl C MEeHee BhIPaYKEHHBIMU KJIMHUYECKUMHU MPO-
asienusimu. Y Bapociabix 6onbubix BAT, Bepositho, BRI3Ba-
Ha GOJIBIIMM KOJTMYEeCTBOM BO3PACTHBIX (PaKTOPOB PUCKA,
0COOEHHO HAJUYUEM CepAEeYHO-COCYAUCTBIX 3aboseBanuii
[17, 18, 30-32]. OnnoBpemenHo HABIIOAATHY OOLIIHME TEHAEH-
UMY HapyLeHui PyHKIHUI TPOMOOLMTOB, He 3aBUCEBLINE
or Bospacta, B Buse cumkenus GP 11b/111a u ymenbenus
KosnuectTBa/obbema MaOTHBIX rpanys. Panee coobmanocs
O MHOIOYMCJIEHHBIX BO3PACT-3aBUCUMbIX MOpdodyHKIHU-
OHAJIBHBIX U UMMYHO(EHOTUIMNYECKUX PA3INIUSIX TPOM-
GouuTos mexy 3dopossmu ietbmu u Bapocasimu [33, 34].
OTO MOKEeT BHOCUTbH BKJAJ B HabJsoaemMble pasaudus
xapakrepuctuk tpombouutos npu DT u UII B pasnom
BO3pacTe W Tpebyer pasbHelinero usydveHus. B nannoi
paboTe BBHISBJIEHBI HEKOTOPBIE CBSI3U TEHOTHUNA, heHOTUNa
u GyHKIMU TPOMOOIMTOB y GOJBHBIX [ETCKOTO BO3PACTa
¢ OT u UI1. Ilposeneno cpaBHeHMe € IMTEPATY PHBIMU JaH-
HBIMU O IEAUATPUIECKUX U BSPOCJIbIX 0osbHbIX. Onucans
CXOJCTBA U pasan4msl y OOJBHBIX PA3HOIO BO3PACTA.
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COLUAJIBHO 3HAYUMBIE MHOEKIINN Y TOHOPOB
KPOBU 1 EE KOMIIOHEHTOB ITPY CIOKUBIIEUCA
JIMNIEMUNOJIOT'NMYECKOU CUTYALIMN B POCCUUCKOUN OEIEPALINN

Tynonesa T.A.¥, Tuxomupos [1.C., Urnatosa E.C., Kynukos C.M., Kanpanos H.M., lemuaos B.M., Tynones [1.A., Pexctsivb A.B., [anoxosa T.B.

OTBY «<HaunoHambHsIN MEANUMHCKMIA MCCTIBROBATENLCKMIA UEHTP rematonormms MutnctepcTsa snpasooxparenis Poceuiickoit Penepaumy,
125167, 1. Mocksa, Poceuiickas Penepaups

B PE3IOME

BeepeHue. PacnpoctpaHeHHoCTs counansHo 3HauMmbix nHbekumi B PO octaetcs soicokor. B 2016-2023 rr. BBepeHs fo-
NosHUTENbHbIE TPEOOBAHMS K OBCNEAOBAHMIO LOHOPOB: TECTUPOBAHME C MOMOLLLIO MONEKYNSIPHO-BMONOrMYECKMX METOAOB
M MCCNefoBAHME PACLUMPEHHOrO CNEKTPa Mapkepos Bupyca renatuta B (BIB).

Llenb: aHanus 4acToTsl BbisiBNEeHUs MHPEKLMOHHBIX MOPKEPOB Y BOHOPOB KOMMOHEHTOB NPM CIOXMBLUENCS SNUAEMUONOTU-
yeckoi obcTaHoske Ha Tepputopumn Poccuitckon Pegepaumm.

Martepuanel u metopbl. Vcnonbzosarbl garHbie popmbl N2 64 «CeepeHns o 3arotoeke, XpaHEHUM, TPAHCMOPTUPOBKE
M KIIMHUYECKOM MCMOMb30BAHKMM AOHOPCKOM KPOBMU» U AAHHbIE TPAHCY3MONOrMYeckoi HpopmaumoHHom cuctembl PIBY
«HMUWL| rematonormmn» Munsgpasa Poccum.

Pesynbrarel. [TposeseHe meponpusTiii no nosbieHUo 6e30MACHOCTH JOHOPCKOW KPOBM CO3AABANO PUCK YMEHbLLEHMS
YMCNEHHOCTM JOHOPCKOTO KOHTUHrEHTA, HO 3Toro He npousowno. Jo 2020 r. 8 PP nabniopanock yMeHblieHWe pacnpo-
CTPOHEHHOCTM COLMANBHO 3HAYUMMbIX MHeKLMIM cpean goHopos ¢ 18 064 cnyyaes o 5596, ogHako 8 2021 r. BHOBbL OTME-
YeH POCT UX PACMPOCTPAHEHHOCTH. [JJOHHAS TEHAEHLMS KOPPENMPYET C AMHAMMKOM NokasaTenen 30601eBaeMoCTH cpean
HaceneHus PD. Mopxopn Kk pernctpaumm u yyeTy coumanbHO 3HAYUMBIX MHBEKLMIA CPEAN BOHOPOB OTNIMYAETCS OT TAKOBbIX
cpenu HaceneHus B LenoM. Yazsumble no BUY rpynnbl HaceneHuns pekoMeHAoBaHbI Nuwb Ans gobposonsHoro obcneno-
BAHMSI, TOKMM OBPA3OM, UCTHHHBINM nokasaTens 3abonesaemoct BUY-uHdpekumeit 8 PO moxeT npesbilwats opuumanbHbie
AaHHble. AHanorMyYHas npobnema HaBNOAAETC U MO BUPYCHBIM renatutam. Y JOHOPOB KPOBK M €€ KOMMOHEHTOB Yalle
APYTMX MHPEKLMOHHBIX MAPKEPOB Bbin obHApYXeHbl Mapkepsl Bupyca renatuta B. Cpean Hacenenns PD nokasarens
3abonesaemMocTu BUpycHbiM renatutom B Hixe, yem BUY-undekumeit (? npotus 40 cnyyaes na 100 Tic. Hacenenus co-
OTBETCTBEHHO).

3aknioueHue. PacnpocTpaHeHHOCTb COLMANbHO 3HAUYMMbIX 3abonesaHuit cpeamn Hacenerus PP cozpaet yrposy nonaga-
HUS UHPULMPOBAHHBIX B MOMYNSLMIO LOHOPOB. Pernctpaums 1 yueT napeHTepanbHbIX BUPYCHbIX FEMATUTOB OCYLLECTBASETCS
HEAOCTATOYHO, YTO TPebyeT COBEPLUEHCTBOBAHMS STOM CUCTEMbI.

KnioueBble cnoBa: counansHo 3HaUMMble MHGEKLMU, AOHOPLI KPOBU, HE30MACHOCT LOHOPCKOM KPOBM

KoH$pnukT nHTepecos: asTops 3asBnaeT 06 OTCYTCTBIM KOHGIMKTA MHTEPECOB.

DPuHaHcuposanme. PaboTa He MMENa CroHCOPCKOM NOBAE PXKM.

Ons untuposaunus: Tynonesa TA, Tuxomupos .C., Mruatosa E.C., Kynukos C.M., Kanparos H.M., emmnpos B.IT, Tynones [I.A., Pekctoinbs A.B., Tanorosa
T.B. CounansHo 3HouYMMBIE MHPEKUMM Y AOHOPOB KPOBM M €€ KOMNOHEHTOB NPK CIIOXUBLWENICS SnMaemmonornieckoi cntyaumn s Poceuiickon Oepepaumm.

lemaTtonorua v parcoyamonorma. 2025;70(3):348-358. hitps://doi.org/10.35754,/0234-5730-2025-70-3-348-358
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I BLOOD BORNE INFECTIONS IN BLOOD DONORS AND THE
EPIDEMIOLOGICAL SITUATION IN THE RUSSIAN FEDERATION

Tupoleva T.A.*, Tikhomirov D.S., Ignatova E.N., Kulikov S.M., Kapranov N.M., Demidov V.P,, Tupolev D.A., Rekst'yn A.V., Gaponova TV.

National Medical Research Center for Hematology, 125167, Moscow, Russian Federation

B ABSTRACT

Introduction. The prevalence of blood-borne infections in the Russia remains high. Between 2016-2023, additional safety
measures and requirements were introduced for the examination of donor blood, such as molecular screening for pathogens
and additional HBV markers testing.

Aim: to analyze the frequency of detection of blood-borne infections in blood donors against the background of the epide-
miological situation in the Russian Federation.

Materials and methods. Data from National Report (form No. 64) on the production, storage, transportation and clinical
use of donor blood and data from the transfusion information system of the National Medical Research Center for Hematol-
ogy, Russia, were used.

Results. The implementation of new safety measures carried the risk of reducing the number of donors, but fortunately, this
did not happen. By 2020, the prevalence of socially significant infections among donors in the Russian Federation decreased
from 18,064 cases to 5,596 cases. However, there was an increase in 2021. This trend correlates with the dynamics of mor-
bidity rates among the population of the Russian Federation. The approach to the registration and control of blood-borne
infections for donors differs from that of the general population. For example, HIV-vulnerable population groups are recom-
mended only for voluntary testing, thus, the true incidence rate of HIV in Russia may exceed the official data. A similar problem
is observed with viral hepatitis. HBYV markers were found in donors of blood and its components more often than other infec-
tious markers. However, among the population of the Russian Federation, the incidence rate of HBV is lower than that of HIV
infection (9 versus 40 cases per 100,000 population, respectively).

Conclusion. The prevalence of blood-borne infections among the population of the Russian Federation creates a threat of
infected people entering the donor population. Surveillance and control of viral hepatitis B and C requires improvement.

Keywords: blood-borne infections, viral safety, blood donors

Conflict of Interest: the authors declare that there is no conflict of interest.

Financial disclosure: the study had no sponsorship.

For citation: Tupoleva T.A,, Tikhomirov D.S., Ignatova E. N., Kulikov S.M., Kapranov N.M., Demidov V.P, Tupolev D.A., Rekst'yn AV., Gaponova TV. Blood
borne infections in blood donors and the epidemiological situation in the Russian Federation. Russian Journal of Hematology and Transfusiology (Gematologiya
i transfuziologiya). 2025; 70(3):348-358 (in Russian). https://doi.org/10.35754,/0234-5730-2025-70-3-348-358

BBenenue

B pabore cayx6p1 kposu Poccuiickoit Depepanun
3a MocJie/IHee [ieCsTUIeTHe HAOIIOAAeTCs Psil TeHAeH U,
SBJISIIOIIUXCS CJIEACTBUEM LieJIeHATIPABJIEHHON CTpaTeruu
noseiieHus GezonacHoctu tpancdysuii U KadecTBa pe-
KPYTHHIOBBIX MEPONPUATUI: yMEHbLIEHNE ODLIero yuncia
[AOHOPOB KPOBHU 3a CUET JIML, CTABLINX JOHOPAMHU BIIEPBBIE,
YBeJMUYEHUE CPEAHErO €XKErOAHOr0 KOJIMYeCTBA JOHALNN
KOMITOHEHTOB KPOBU Ha OJHOT'O IOHOPA, yMEHbIIEHUE Ya-
CTOTBI BbISIBJAeHUS] MH(EKIITMOHHBIX MapPKePOB B 0bpasnax

KPOBHU [IOHOPOB M I€PEPaCHpee/IeHNE 3arOTOBKU KPOBU
B COOTBETCTBMM C M3MEHSIIOLIMMMCS 3alpoCamu MeAH-
umnHckux opranusauuii [1]. CornacHo nocranosiaeHuio
Ilpasurenscrsa Poccuiickoit Denepanuu or 01.12.2004
Ne 715 [2] B nepeuenn connaabHO 3HAUMMBIX 3a00a€BaHUH,
NePeAOIINXCs ¢ KPOBbIO, BXOAST BUPYCHBIE TEHNaTUTHI
B u C, Gosesnb, BoizBanHast BUpycom ummyHonedpuuura
genosexa (BM1Y), n undexunu, nepeparmmmecs npenmy-
I1€CTBEHHO MOJOBBIM IYTEM, K KOTOPBIM OTHOCUTCS cUu-
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auc. B 2023 r. B crpykType ungeknMoHHbIX U TapasuTtap-
HbIX boseduelt B Poccuiickoit CDe/:Lepauun Ha [IOJII0 3TUX
undexuuit npuxonunocs 6onee 28 %, npuuem Ha K00
cubunuca — 2,1 % usz nux [3].

J[loHopckast nomynsiuust cerogHss — 9TO NPENMYILECT-
BEHHO JIMIa, obcyiesyeMble Ha Haandue MHQEKIIMOHHBIX
MapKepoB COLMAJIbHO 3HAYMMBIX 3a0bo0JieBaHUil NMpu Ka-
>KJIOH JIOHALMU, MPUBJIEYEHHbIE U3 COLMAJbHO OJiarorno-
JLy4HBIX cjl0eB obuectsa. [lonopsl, cnaBuve KpoBb uin ee
KOMIIOHEHTbI BIIEPBble, paHee He 0OCJIeI0BaHbI, U, TAKUM
00pa3oMm, pacnpoCTPaHEHHOCTh MAPKEPOB COLUAJIBHO 3Ha-
YMMBIX MH(PEKIHI CPeAr HUX COMOCTABMMA C OOLIENoIy-
JISILMOHHBIMM IIOKA3aTeJsIMU cpean HaceseHus Poccnn.

B nocnenaue roaer 3aboseBaemMoOCTb BI/ILI-I/IH(i)eKuHeI?I
Ha teppuropun Poccuiickoit Denepanun umeer teHaeH-
LUI0 K CHU’KEHUIO, TEM He MeHee SKOHOMHUYecKoe bpemsi
BUY-undexnuu B 2023 r. npeobnasano cpeau coumab-
HO 3HAYMMBIX XPOHUYECKUX nHpeKuii u GblIO OlleHeHO
B 255,4 mnpn py6. [3]. Ilokasarens saboneaemoctn BMY-
undexnueit B 2023 r. cocrasun 40,04 na 100 teic. nHacese-
HUs, 9To HA 7,5 % Hmxke, vem B 2022 1., u Ha 23,5 % HUOKE
cpenuemuoroserrero nokasareas (CMII) [3]. Haubonee
BBICOKME Mokasartenu sabosesaemoctu BUY-undexkuneit
ormeuenbl B pernonax Cubupu, Ypana u Ilpusosmksa [3].
B 2023 r. na nanuuue mapkepos BUY 6b110 06cnienosano
48 914 663 yenoseka, uro cocrasisier 33,4 % or obueit
uyncaensoctn Hacenenus: [3]. Takux mokasareneii moa-
HOTBI 06CJIEJOBAHMS y1aJIOCh JOCTUYb 3a CYET MACCOBOTO
obcrienoBaHus rpaXk AaH, OOpaTUBLIMXCS 38 MEAUIIMHCKOM
[OMOIIBIO, B TO BPEMs KaK AOJIS JIUL, NPUHALIEKALNX
k ysssumbim o BMIY xonTmHrenram, cocrasumiia JvIIb
2,6 %, 9TO CBM/ETENBCTBYET O 3aHMI>KEHHBIX OLIEHKaX 3a-
6onesaemoctu BY-undexnuneit B obmeit nonynsuuu [3].

[IporuBopeunBble TeHAEHIIM OTMEUYEHBI B OTHOLIEHUU
auHamuku 3abosneBaemoctu Ha Tepputopum Poccuiickoii
Depepanuy TaKUMU COLMUATHLHO 3HAYMMbBIMU UHMEKIIUSI-
mu, kak Bupycuble renatutsl B u C. locturnyter 3naun-
TesIbHbIEe ycriexu B 6opbbe ¢ ocTpbim renaturom B: za no-
cnennee gecaruaerue (¢ 2014 no 2023 r.) perucrpupyemasn
3aboseBaemocTh cHU3MIACh B4 pasa, ¢ 1,32 no 0,33 ciyuas
(nanee — cu.) na 100 TeICc. Hacenenus, uro nuxe CMII
B 3,1 pasa [3]. B o ke Bpemsa B 2023 rony saboneBaemoctsb
ocrpbim renaturom C cocrauna 0,95 cayqas na 100 teic.
nacestenust, uto Hroke CMII na 27,6 %, vo no cpaBaenuto
¢ 2022 r. ona yBennuuaace Ha 26 % (8 2022 r. — 0,75 cu.
na 100 teic. Hacenenus) [3].

Yacrora permcrpanmuyu HOBBIX CJy4aeB XPOHUYECKUX
sBupycubix renatutos (XBI') na reppuropun Poccuiickoit
Dengepauny ocTaeTcs: BBICOKOW, HECMOTPSI HAa CHUKe-
HUe CymMMapHOH 3abosneBaemocTu ocTpbiMu dopmamu.
3aboneBaemocts XBI' B 2023 r. cocraBuna 40,17 cayuas
Ha 100 reic. nacenenus [3]. B aruonornueckoit crpykrype
BIIEpBbIE 3aperucTpUpoBaHHbIX caydaes XBI' npeobma-
naer xpounueckuii renatut C (XI'C), ero nons cocrasuaa
78,7 % [3]. 3a nocnennee mecsTuieTne 3ab0EeBAEMOCTb
XI'C cuusunacs Ha 24,5 %, u B 2023 r. aTOT NOKasareab

cocrasui 31,63 cayuas na 100 Teic. Hacesenus, uro HuKe
CMII na 13,7 %. Ilokasarens 3aboseBaemMoCTH XpPOHHU-
gecKuM rematuTom B rakoke mmes yCTOMUYMBYIO TeHIEH-
uuio k cHrokenuto o 2022 r., vo B 2023 r. yBennunncs
Ha 32,7 % u cocrasua 8,45 ca. va 100 teic. Hacenenus. [3].

Takum obpaszom, pacnpocTpaHEHHOCTh COLMAJBHO 3HA-
yumbix undexnuii B Poccuiickoit Menepaunu ocraercs
BBICOKOH, HECMOTPSI Ha KOMILJIEKC TPOMPHIAKTUIECKUX Me-
PONPHUATUI B OTHOLIEHUM MX PACIPOCTPAHEHUSI, YTO CO-
3faeT yrposdy nomnajaaHus WHQULIMPOBAHHbBIX JHIL B MOy~
JISILUIO IOHOPOB.

Ilennro nanHo# paboThl OB aHAINE YACTOTHI BbISIBJIE-
HU S MapKEPOB COLMAIBHO 3HAYMMBIX MH(EKIUH y LOHO-
POB KPOBM M €€ KOMIIOHEHTOB IPH CJIOKMBLIEHCS IIHUE-
MMOJIOrMYecKol obcranoBke Ha Tepputopuu Poccuiickoii
®Depnepannmn.

Marepuasbr 1 meTonbI

Beiau mucnonssosansl ganubie GoOpmMbl CTATUCTUYECKO-
ro yuera n oruetrHoctu Ne 64 «Ceenenns o saroroske,
XpaHEHUHU, TPAHCIOPTUPOBKE W KJIMHHMYECKOM HCIOJb-
30BAHUM [OHOPCKON KpPOBU M (MIM) €€ KOMIIOHEHTOB»
[J151 JOHOPOB U AaHHble TpaHcdysuosornyeckoit nudop-
manuonnoit cucremsl B OPI'BY <HMMWILI remaronoruun»
Munsppasa Poccnn sa 8 ner, ¢ 2016 no 2023 rr. B pabore
MCIIOJIB30BAHBI METOABI OINMCATEJBHON M WHAYKTHUBHOU
CTATUCTUKU.

NuuupentHocTs paccuntsiBanu no dpopmyJe:

YITIM x 1000
WNHuuaesTHoctp = —M8M8M8M8M—,
T
rae UITAM — 4uncsio noBTOpHBIX OHOPOB C BBISIBJIEHHbI-
MU mapkepamu MH(PEKIMH B PACUETHOM MEPHUOJIE, Y KOTO-
PBIX ObLT HEraTUBHBIM MPeAbIAY ML peayabTat, T — cym-
Ma BpeMeHH OT MePBOM 10 MocJ/ieHell JOHAIUU Y IOHOPOB,
CAaBaBLIMX KOMIIOHEHTHI KPOBU B PACYETHBIN ITEPUOL,

Peaysbrars:

B Poccum ¢ 2016 no 2023 rr. abcontoTHOE 4MCI0 JOHOPOB
KPOBU U €€ KOMIIOHEHTOB 3HaYMMO He U3MEHMJIOCH U CO-
crasuio or 1 414 501 B 2016 r. no 1 205 295 8 2020 r., npu-
yem 98 % noHOpOB cpaBanmM KPOBb MJIM €€ KOMITOHEHTHI
Ha b6esBoamesiHOI ocHoBe (puc. 1).

B ®I'bY «<HMUWL] remaronornu» Munsapasa Poccun
3a UCCJIeyeMbIi EPUOJ YNCJIO JOHOPOB TaK)Ke 3HAYUMO
He nameHMI0Ch: 45673 desoBeKa C1a/Iu KPOBb U €€ KOMIIO-
HeHTHI B 2016 1. 11 4450 wenosex — B 2023 r. C 2014 r. Bce
nonaumu B OI'BY HMULL remaronornn» Munsnpasa
Poccun npoussopsites na 6easoamesnnoii ocHose (puc. 2).

IIpu cpaBHeHMM COOTHOLIEHMS 4YMCJIA TEPBUYHBIX
u nosropHbix aonopos B 2016 u 2023 rr. B Poccuiickoit

®OrBY  HMUIL

Munsnpasa Poccun Obiin obHapyskeHbl TeHaEHIUM, OT-

Depepauny u B reMaToJIOTUM»

paxxamuue KOHIENIno HpHOpHTCTHOﬁ 3aroToBKH1 OT I10-
BTOPHBIX NOHOPOB. LII/ICJ'IO INEPBUYHBIX JOHOPOB B POCCI/II/I
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Pucynok 1. JuHamuka wvicna goHopos kposu u ee komnorertos PO s 2016-2023 .
Figure 1. The number of blood donors in Russia in 2016-2023
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PucyHok 2. [lurammka umcna goHopos kposu 1 ee komnonerHtos 8 PIEY «HMILL rematonorms Munsapasa Pocenn 8 2016-2023 rr.
Figure 2. The number of donors in National Medical Research Center of Hematology in 2016-2023

ymenbumiaocsk ¢ 501 500 gesnosex B 2016 r. mo 335 681
B 2023 1., a 4MCJI0 NMOBTOPHBIX AOHOPOB HE3HAYMTEJHHO
Berpocio, ¢ 1 013 001 xo 1 0560 783 uenosex. Anasornunast
rengeHuust ycranosiena u 8 OI'BY «HMMUILL remaro-
aorun» Munsapasa Poccum: sa uccnepyembrit nepu-
Ol YMEHBLINJIOCh YHUCJO IMEPBUYHBIX HOHOPOB, & YHCIO
HNOBTOPHBIX — yBeanmduiock. KoamuecrBo nonanmit
ot nepBuunbix gonopos B DI'BY «HMMII remaronormnm»
Munsnpasa Poccnu cocraBuino 19,2 % 8 2016 1., a 8 2023 1.
rosnbko 8,7 %, u ecau B 2016 r. Ha ogHOroO KOHOpPA MPUXO-

auiocs 2,9 nonauuu, To B 2023 r. — yoxe 3,8.
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B coorBercrBun ¢ npuxasom Munsgpasa Poccun
or 28.10.2020 Ne 1166n [4] meTomom mmmyHOepmeHT-
HOro u (M) MMMyHO(JIEKTPO)XEMUITIOMHUHECLEHTHOIO
aHa/IM3a KPOBb JOHOPOB HCCJEAYIOT Ha HAJUYME AHTU-
ten k BUY u anturena p24 BIY (opHoBpemenno), no-
BepxHOCTHOro antureHa supyca renaruta B (HBsAg),
anturen k Bupycy remarura C, cymmapHbIx aHTHTeN
K Bo3Oyauremo cuduamca. AHTHTeSa K KapAMOJIWIIHU-
HOBOMY aHTUTeHYy BO30Oyaurens cuduinca onpeness-
0T MeTOAOM uMMmyHonpeuunurauuu. Kpome rtoro, mpo-
BOJSAT

MOJIeKyJIHPHO-61/IOJIOI‘I/I‘{6CKI/Ie HccJjgaea0oBaHs
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Tabnauua 1. Hucno oteonos no mapkepam uxdpekumn B Poccnn 8 2016-2023 .
Table 1. Total number infection detection in donors in Russia between 2016-2023

Bcero BbisiBneHo
logn MapkepoB MH$pEeKLMHA, n

BeisienieHbl Mapkepel
cudunuca, n

BeisienieHbl Mapkepel

BeisienieHbl Mapkepel
renatuta C, n

BeisiBneHbl Mapkepbl

BN, n
renatmuta B, n

vear TO::L:&T:’?J;LZ’:Z,C’:O" Syphilis markers identified, n | HBY markers identified, n ’-i’cj:e\g%zrdk,ercs ".-Zrn’:;;;z,e;s
2016 18 064 5551 3687 7498 1328
2017 Q443 2831 1837 4132 643
2018 7327 2330 1465 3022 510
2019 6187 2047 1232 2516 392
2020 5596 1906 129 2178 383
2021 12 663 3616 3068 4950 1029
2022 13 411 3808 3112 5484 1007
2023 12 447 3246 3466 4829 Q06
6.000
5.023
5.000
4.000
3.110

3.000
2

2.000

Yucno ciyqaeB / Number of cases

1.000699 643 510

0
2016 2017 2018
—®— BbisiBlIeHO MapKepoB cuduimca
Syphilis
O~ BerIsaBieHo MapkepoB renatura C
HCV

PucyHok 3. Hucrno oteopos y nepsudHbix goHopos 8 Poceurickoin Peaepativm
Figure 3. Number of infection detection in first-fime donors in Russia

nas unentuduranun nyksenHoBbix kucior BUY, supy-
ca renarura B (BI'B) u Bupyca renatura C (BI'C) B eqn-
HUYHBIX [TOCTAHOBKAX MHAWBUAYAJIbHO WJIM B MUHUILYJIE
He Gostee uem n3 6 0OPa3LOB, NpUYEM JOILyCKAETCSI IPOBe-
AeHue uccuaenoBaHus B dopmaTe MyJIBTUIJIEKCHOTO aHa-
nusa [4]. B rabauue 1 npuseneno 4ncsio oTBoa0B 1OHOPOB
CYyMMAapHO 10 BceM MH(EKIIMOHHBIM MapKepam U OT/eb-
HO IO Ka>k/I0H U3 persiaMeHTUPOBaHHbBIX MHQEK U 3a UC-
caenyemsrii nepuon B PD.

B 2016 r. B cBs13u ¢ 06HApPYKeHMEM MapKkepOB MHMEK M
6110 orBeneno 18 064 noHopa KpoBU M ee KOMIIOHEHTOB
B Poccuiickoit Mepepaunu. B nocnenyrommue 4 roga na-
6monanocs ymenbluenue atoro nokasarens (1399 s pac-
gere Ha roa) o 55696, a ¢ 2021 r. ormeuen ero pocr B 2 pasa
(12 663, nan 3618 B pacuere Ha rox), KOTOPBINA COXpaHs-
ercst mocaeaHue 3 roga. AHaJIOrMYHAsT TEHAEHLMS IIPO-
cie>kuBaercsi u otzebHo no mapkepam BUY-undexnun,
BupycHbix renatutos B u C u cudpunuca.

383 417 434 439
2019 2020 2021 2022 2023
=@ BrIBIICHO MapKkepoB remnatura B
HBV
Beiseneno mapkepos BUY
HIV

2.847

1.872

1.763

VY nepBUYHBIX JOHOPOB KPOBM U €€ KOMIIOHEHTOB IUCJIO
OTBOJIOB TIO BCeM MH(EKITMOHHBIM MapKepam /I0CTOBEPHO
BBILLIE 110 CPABHEHMIO C MOBTOPHbIMU AoHOopamu (puc. 3
u 4). 3a ananusupyemsbie 8 jeT LOHOPBI OBLIU OTBEAEHBI
NpenMyLIeCTBEHHO 10 Mapkepam BupycHoro renaruta C:
25 752 yenoseka cpenu nepsuuHbIX AoHOpoB 1 15 709 —
cpenu nosropHbix. Ha Bropom mecre oTBoas! 1o mapkepam
cudunuca: 18 119 u 12 934 coorsercreenno. [lo mapxe-
pam BupycHoro renatuta B 6bu10 orBeneno 13 156 uesno-
BEK Cpeau MepBUYHBIX A0HOPOB u 9874 — cpenn nosrop-
ubeix. Menbuie Beero sa nepuop ¢ 2016 no 2023 rr. 6bu10
OTCTPAHEHO AOHOPOB B CBSI3M C BBISIBJIEHUEM MapKepPOB
BUY-undexuuu: 3917 u 4781 coorsercrsenno, mpuuem
dTO enuHCTBeHHass wuHQEKIUS, KOTOpas BCTPEYAIach
Jale y NOBTOPHBIX JOHOPOB.

Ha pucynke 5 mpencraBiieHbl KpUBBIE, OTpParKaroLIUe
YUCJIO [OHOPOB, OTBEAEHHBIX MO Mapkepam HH]eKIUH

no mapkepam uudexunu 2016-2023 rr. s DI'BY <HMUIL]
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PucyHok 4. Hucno otsonos y nostopHbix foHopos Poceuiickoit Pepepaumm
Figure 4. Number of infection detection in regular donors in Russia
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PucyHok 5. [lons noHopos kposw, oteeaeHHbix no mapkepam urdekumm 8 2016-2023 rr. 8 PIBY «HMULL rematonorums Munsapasa Poceun
Figure 5. The rate of blood donors with infection markers during 2016-2023 in National Medical Research Center for Hematology
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remarosnorun» Munsnpasa Poccun. Bénpmas vacts orso-
nos npuxoaunacs Ha mapkepel BI'B. Oro cBssano ¢ Bee-
neauem B OI'BY HMMUNILL remaronornn» Munsnpasa
¢ 2014 r. obsasarenbHoro mccaenoBaHUs 0OPA3LOB KPOBU
OT BCEX JOHALMMI HA HAJUYME AHTUTEJ K SIAEPHOMY aHTH-
reny BI'B (antu-HBc). BoisBnenne atux anrturen crano
npuuMHOi oTBOoOB Gostee yem B 1 % or BCex monanwmii,
B TO BpeMsI KaK 3a M3y4aeMbIi NEPHOA M3-3a AeTEKIUU
HBsAg 6bu10 orBepeno Toasko 0,02-0,17 % nownopos.
C 2016 no 2023 rr. gosist AOHOPOB, OTBEAEHHBIX 110 MapKe-
pam renarura B, cansunacse ¢ 2,41 no 1,33 %.

B tabaune 2 npexpcrasieno cpasnenue npoduieil orso-
no. nonopos B Poccutickoit @enepanymn u OI'BY <HMULL
remarosnorun» Munsnpasa Poccnn 3a usyuaemsiit nepuopn
OT/IeJIbHO TO Ka’K/I0MY M3 UMMYHOJIOIMYECKUX MHQeK U~
ounbix mapkepos (HBsAg, anturenam x BI'C, anTtureny
u anturenam k BUY u mapkepam cudunuca). Ilokasans
pas3HOHAIpaBJIeHHbIE TEHAEHIUN B AMHAMUKE 4aCTOT.

Hecmorps Ha pasHoHanpaBiieHHbIE TEHAEH LM 10 TOAAM,
KOJINYECTBO OTBOJOB, CBSI3AHHBIX C ITOJIO)KUTEJbHBIMU pe-

3yJIBTATAMM TECTUPOBAHUS HA MApKEPbl COLMAJIBHO 3HA-
uumbIXx uHpeKIUi, cpeau nosropHbix aoHopos B GI'BY
«HMMLI remaronorun» Munsagpasa Poccun 3a usyuae-
MBI HepuoA B abCOMIOTHBIX YMCIaX YMEHBLINJIOCH ¢ 23
(2016) no 3 (2023). OnHako Takye MoKasaTesau, Kak pac-
NPOCTPAHEHHOCTb WJM YaCTOTa BbISBJAEHUS WH(EKIU-
OHHBIX MAapKEPOB Yy [IOHOPOB TOH WJIM WHOU KAaTErOpHU,
HEe YYMTBIBAIOT BPEMEHHbIE MAPAMETPBI, & UMEHHO KPat-
HOCTb JOHALMI B T€YEHHE IOJa, MHTEPBAJIbI MEXKIY AOHA-
uusamu. [laHHble HapamMeTpbl yYUTHIBAIOTCS IPU pacdeTe
uHLMuaeHTHOCTH uHUuuposanus. VHumaentHocTs —
9TO OLEHKAa BEpPOATHOCTH cobbiTus (MHPUIMpPOBAHMS)
B enununy spemenu (ron). B Tabauue 3 npencrasiens
AaHHbIE 10 MHIIU/IEHTHOCTH OT/AebHBIX NH(pEKIUH 1 cym-
MapHBbIil [IOKa3aTejb Yy MOBTOPHBIX JOHOPOB KPOBU M €€
komnoHeHToB B LlenTpe 3a nocanennue 8 ner. Cymmapubiit
[oKasaTesb WHUIUAEHTHOCTA COLMAJIBHO 3HAYMMBIX WH-
dexuuit y noHopos kposu u ee xomnonentos B OI'BY
«HMMNILI remaronornn» Munsgpasa Poccun sa usyuae-
mbIi niepuop ymenbiniics B 10 pas.

Tabnanua 2. [lonun otsoaoe no nndexumonHsm mapkepam 8 PreY «HMULL rematonorums Munsapasa Poccun u Poceniickor Pepepaumm

30 2016-2023 rr.

Table 2. Detection rates of infections in blood donors of the National Medical Research Center for Hematology and the Russian Federation between

2016-2023

Mecro nposepeHus lopsi / Years

Location 2016 2017 2018 2019 2020 2021 2022 2023
Hons oteopoe no mapkepam BUY / HIV rate in donors, %
HMUU rematonorun / NMRCH 0,22 0,16 0,15 0,07 0,03 0,08 0,02 0,02
P® / RF 0,09 0,05 0,04 0,03 0,03 0,08 0,07 0,07
Jons otBopos no HBsAg / HBsAg rate in donors, %

HMWLU rematonorumn / NMRCH 0,17 0,07 0,10 0,05 0,08 0,11 0,02 0,04
PD / RF 0,26 0,14 0,11 0,10 0,09 0,24 0,23 0,25

Hons oteopos. no anturenam k BIC / anti-HCV rate in donors, %
HMWLU rematonorumn / NMRCH 0,83 0,60 0,36 0,25 0,13 0,36 0,24 0,20
P® / RF 0,53 0,31 0,24 0,20 0,18 0,39 0,40 0,35

Hons otBopoe no mapkepam cupunuca / Syphilis rate in donors, %

HMUU rematonorun / NMRCH 0,28 0,27 0,12 o1/ 0,20 0,19 0,12 0,16
P® / RF 0,39 0,21 0,18 0,16 0,16 0,29 0,28 0,23

MNpumeuanus. HMUL, rematonorun — ®IbY «HMUL, rematonorun» Munsapasa Poccun, P® — Poccunitckas Pepepaums.
Notes. NMRCH — National Medical Research Center for Hematology, RF — Russian Federation.

Tabnanua 3. VHumMaeHTHOCTD BHISBIEHUA MHPEKUMOHHBIX MOPKEPOB COLMANBHO 3HAYMMBIX MHPEKLMIA Y NOBTOPHBIX foHOpoB kposn PIBY «HMMLI

rematonorum» Munzgpasa ¢ 2016 no 2023 1.

Table 3. Incidence of blood-borne infections among regular blood donors of the National Medical Research Center for Hematology between 2016

fo 2023.
MHekumns loab / Years

Infection 2016 2017 2018 2019 2020 2021 2022 2023
lenatut B / HBY 117 0,28 0,27 0,39 0,26 0,25 0,27 0,00
Fenatut C / HCV 0,52 0,17 0,16 0,11 0,20 0,20 0,00 0,06
BUY-undekuus / HIV 0,26 0,11 0,11 0,00 0,20 0,15 0,05 0,06
Cudunuc / Syphils 0,19 0,22 0,32 0,33 0,39 0,10 0,11 0,12
Cymmaphas uhumpenTHoCT: 2,14 0,78 0,86 0,83 1,05 07 0,43 0,24
Total incidence
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Ob6cyxpaenne

3a nocaenHue roabl B pabore ciiy>k0bl KPOBY MPOU3OLI-
JIM 3HAYUTebHbIE U3MEeHeHUsl. PasBuTre Oe3BO3Me3IHOro
JIOHOPCTBA, PEKPYTUHIOBbIE MEPOIPUSTUS U IIPHUBJIEYE-
HUe JIUI] U3 COLUAJIbHO 0JIarono/y YHbIX CJI0€B HACETEeHUs
CTMOCOOCTBOBAIYM MOBBIIEH N0 UHMEKIIMOHHOI 6e30macHo-
CTM 3aroTaBjiMBaeMbIX KOMIIOHEHTOB kposu. Ha 6esBos-
me3aHOM ocHOBe KpoBb caasanu I8 % nounopos B Poccun,
aB OI'BY <HMMULI remaronorun» Munsapasa Poccun —
100 %. By BBenens! nononHuTebHBIE TPEOOBAHMS K 00-
CJIEIOBAHUIO JOHOPOB HA HAJIW4YMEe COLMAJBHO 3HAYMMBIX
undeKuii, TaKMe KaK TeCTUPOBAHME KPOBU C TOMOIIBIO
MOJIEKYJIIPHO-OMOJIOTMYECKUX METOJOB M UCCJIEIOBAHUE
pacmupenHoro crnexkrpa mapkepos BI'B. Ilposenenue Bbi-
LIENEePeYNCIEHHBIX MEPONPUSATUN CO34aBaJI0 PUCK CHHU-
>KEHMsI YMCJIEHHOCTU JAoHOpckod mnomysnsiuun. Opnako
[0 Pe3yJbTaTam aHaJIM3a 3HAYMMOrO H3MEHEHUs IhCJa
nonopos kak B Poccun, rak u 8 OI'BY «<HMMULI remaro-
aorun» Munsnpasa Poccun 3a msyuaemsiit nepuosn Bpe-
MeHM He mpowusouuio. B mocienHue roabt B npuopurere
CTaJla 3arOTOBKA KOMIIOHEHTOB KPOBU MMEHHO OT IIOBTOP-
ubix goHopos. B 2023 r. 8 ®I'BY «HMULI remaronorun»
Munsnpasa Poccun konnuectso ponanumit Ha ogHOro 10-
HOpa COCTaBUJIO OKOJIO 4 IOHAIMI B IOJl, & COOTHOLIEHUE
4yCJIa IEPBUYHBIX U IIOBTOPHBIX AOHOPOB — 1:2.

[onopos kpoeu B Poccun obcnenyror na mapkepst co-
LMAJbHO 3HAYUMBIX MH(EKIUHA MPU KaskA0i [OHALMU.
[Tonxon k perucrpanuu 1 yuety MHPEKIIMOHHBIX MapKe-
POB CpPeAU JOHOPCKOrO KOHTMHIEHTA OTJINYAETCS OT TAKO-
BBIX CPEAM HacesleHUs B Lesom. B enunyo 6asy maHHbIX
nonajgaloT CBeIeHUs! He TOJbKO 00 MHPUIIMPOBAHHBIX [10-
HOPAaX, HO Y O JIULAX C JIOXKHOIMOJIOXKUTEIbHBIMU U HECIIe-
nuduueckumu peaysnbratramu tectuposanusi. CorsacHo
[AaHHBIM JIUTEPATYPbl U MHCTPYKIUSIM K Habopam peareH-
TOB /UJISl TECTUPOBAaHUS UHQEKIIMOHHBIX MapKepoB, Crie-
UMPUYHOCTD UMMYHOXMMHUYECKUX METO/IOB COCTAaBJSIET
6omee 99 %, T.e. Ha OJIIO JIO>KHOMOIOKUTETBHBIX PE3YJIb-
TaTOB B TAKUX TecTax npuxoaurcs e cosee 1 % [5].

C 2016 no 2020 rr. B Poccuu nabaronanocs HeykJI0HHOE
YMEHBIIEHNE PACIPOCTPAHEHHOCTH COLMAJIBHO 3HAYM-
mbix undexkuuii cpenu nonopos ¢ 18 064 cayuaes no 5596.
Opnaxo B 2021 r. ormeuyeH 3HAYMTENBHBIA POCT YMCIA
OTBOJIOB MO NPUYMHE BbIsABJIeHUs MH(PEKIIMOHHBIX Map-
KEpPOB KaK B L[€JIOM CPeIH AOHOPOB, TAK U CPEAU IEPBUY-
HBIX U IOBTOPHBIX AOHOPOB. JlaHHas TeHaeHU M TpOCIIe-
>KMBAETCSl CyMMAapHO /Uil BceX MHMEKIUN U 151 Kask 0%
B OT/AEJIBHOCTHU, YTO KOPPEJUPYeT C AMHAMHUKON IMOKa3a-
Teseil 3abojieBAEMOCTHU cpeau HaceJaeHMsI Poccutickoi
Depepannu [3].

Cornacno nonyuennsim panubim, Kk 2023 r. uwacrora
BBISIBJEHUS MHQEKLMOHHBIX MAapKepOB Yy JOHOPOB KpPO-
Bu u ee komrnonentos B OI'BY «HMMULI remaronorumn»
Munsnpasa Poccun okasanace sHaumrtenbHO HUKe, 4em
y nonopos B Poccuiickoit Denepanun (taba. 2). lanusrii
dbeHomen MoskeT ObITH 0OBsICHEH MHOrMMU (aKTOpPamu,
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CpeAM KOTOPBIX 3arOTOBKA KOMIIOHEHTOB JOHOPCKON KPO-
BU Ha GesaBoamesnHoii ocHose B 100 % cayuaes, ynyuqiue-
HUe KauyecTBa PeKPYTHHIOBbIX MEPONpPUATUH U obcieso-
BaHUS JJOHOPOB, OTBOJ JOHOPOB HA OCHOBAHUY BbISIBJIEHUS
antu-HBc n Huskas sHIeMUYHOCTD LEHTPAIBHOrO PErno-
Ha 1O IaHHBIM UH(EKIUAM.

B nopreepk nenue nocaennero gpakTopa CBUAETENBCTBY-
10T [JAHHbIE, COMIACHO KOTOPBIM IOKAa3aTesb MOPaXKEHHO-
cTUu BI/Iq-HHCbeKHHeﬁ, [IPEeBBIIIAIOIUN CpeiHee 3HAYEeH e
no crpane, umenu 24 cyorvexra Poccuiickoit Menepanun,
B oTUX permoHax K kouiy 2023 r. npoxxusaso 35,8 % Bce-
ro HaceJeHMs CTPaHbl, B HUX Ke ObLIIO 3aperucTpupoBaHO
51,9 % nosbix BoisiBieHHbIX caydaes BUY-undexnnn [3].
MockBa 1 LeHTpaJIbHBIN PETMOH K 9TUM PErMOHAM HE OT-
HOCSITCS.

OHAEMUYHBIMU IO BUPYCHOMY renaruty B permonamm
asasiiorcs Yeuenckas Peciybnuka, Pecniy6anka [larecran
u Pecniy6nnka Caxa (Slkytus), uy 1oHOpoB KpoBu B aTHX
pernoHax HabJIOla/1ach MAKCHMaJIbHAsl YaCTOTA BBISIB-
nenust mapkepos BI'B-undexuuu [6]. Obcaenosanue
na antu-HBc ne Tonbko chmxaer puck npomycka mH-
bUIMPOBAHHOTO KOMIOHEHTa, HO W SIBJSETCS JIOTOJI-
HUTETbHBIM (PAKTOPOM CeJNeKIIUU 310POBbIX JIOHOPOB.
MHorodaKkTOpHBI aHAJIN3 PE3YJIBTATOB CEPOJOTMYECKOTO
CKpUHMHTa 00pasLoB KPOBU JOHOPOB MOKA3aJ1, YTO BbISIB-
nenue antu-HBc nosesimaer BeposiTHOCTH OOHapysKeHUs
APYTUMX MapKepoB COLMAJbHO 3HAYMMBbIX MHpeKIuil B 3
u bosee pas [7]. Beenenue tectupoBanus na antu-HBc
B OI'BY <HMMULI remaronornn» Munsgpasa Poccun no-
3BOJIMJIO YK€ B IIEPBBII I'OJl CO3[IaTh KOTOPTY PErYJISIPHBIX
antu-HBc-HeraruBHbIX NOHOPOB KPOBM M €€ KOMIIOHEH-
ToB [8], 4TO MOXKEeT OOBICHUTL CHUYKEHUE BBISIBJISIEMOCTH
MapKepoB COIMAIbHO 3HAYMMBbIX MH(EKIIMH y MOBTOPHBIX
JIOHOPOB U yMeHblIeHe UHIUAEHTHOCTH 3TUX nHpeKuii
Ha MOPSIJIOK 33 UBYYaeMblii IEPUOL.
sa BUY-undexuueit B
Denepanuy OCyLIECTBASAETCS HAa OCHOBAHWUU PETUCTPA-

OnuaHan3op Poccniickoir
UM M ydYeTa IOJIOKUTEJbHBIX Pe3yJIbTaTOB IOATBEP-
YK/IAFOLLLErO
6s0Ta) Ha HAJAMYME AHTUTE] K BUPYCHBIM Oesnkam u/unu

MMMYHOJIOTUYECKOrO TecTa (MMMYHHOrO
namnuuss PHK BY. Cornacno nHopmaruBHO# n0oKymeH-
Tanuy 00s3aTeJbHOMY OCBHM/ETENbCTBOBAHUIO Ha Ha-
mmane BN Y-undexkuun nopse>kar moHOpbI KpoBH U ee
KOMIIOHEHTOB, OPraHOB M TKaHeH, OepemMeHHbIE M [py-
rue kareropuu rpaxkaas. [Ipu atom nuna, orHocsammecs
K ysassumbim 1o BUIY rpynnam nacesnenus;, pekomeHno-
BaHbl JULIbL s 100poBoJabHOrO obcienosanus. Takum
06pa3om, UCTUHHBIN Mokasarenb 3abonesaemoctu BIY-
undexnmeit B Poccun nemssecTen m moskeT mpesbIlIaTh
odumanbHble JaHHbIE.

Amnanoruunasi npoGsema HaOJIIOAETCS B OTHOLIEHUM
Bupycubix renatutos B u C. B uccnepoBanum noxasa-
HO, uto umenHo antu-HBc uwame apyrux nndexmonnsix
MapKepOB BBISIBJISIIICS Y JOHOPOB, CAABIINX KPOBb WJIM €€
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komnonentsl B DI'BY HMMUL] remaronornn» Munsapasa
Poccuu snepsoie. [lpu snuanansope za BI'B-undeximeis
HE YYMTBIBAIOTCS JMLA C HAJIMYMEM AHAMHECTUIECKUX aH-
turen (antn-HBc), cnepnoBarensno, permcrpanms nanxoM
MH(EK NN OCYILECTBISIETCs HeloCTaTouHO. B nosbay aToro
CBU/IETENILCTBYET MOKazaTesb 3a00JeBAEMOCTH TelaTUTOM
B B Poccun, koropsriit nuke, uem BIY-undexnueii (9 npo-
tuB 40 ciyvaes Ha 100 Toic. Hacenenus coorsercTBeHHO) [3].
Bosbyaurenn conmanbHo 3HAYMMBIX MH(PEKIIUA UMEIOT
cBou ocobennoctu. Hanpumep, BUY — aro perposupyc,
AJIsl KOTOPOro xapakTepHo BcrpaunsBanue renoma B JJHK
xoasuHa. Hecmorpst Ha TO 4TO KOMOMHMpOBaHHAsT AHTHU-
peTpoBupycHas Tepanusi MoxeT 3¢dpdeKTUBHO MOAABJIATH
PEIVIMKALMIO BUPYCA, €ro IMOJHOW SJMMUHALMU HE IPO-
WCXOJUT, U IPU MPEPBIBAHUY JIEY€HU I BOSHUKAET PEAKTH-
sauus [9]. BUY cniocoben BbIsbIBaTh Kak MPOAYKTUBHY 0,
tak u ckpoiTyto undekuuio [10]. Pesepsyapsl, B koTopbix
BUPYC
Heii craguu undexuuu [11].
CornacHo paHHBIM JIMTEpATYPBI,

6yI_LeT nepcucTupoBarb, yCTaHABJIMBAIKOTCS HA paH-

OKCIIEPUMEHTATIBHO
MOATBEPIK/AEHO CyIIECTBOBAHUE CyONOIMyJIsSLMii remMonoa-
TUYECKUX CTBOJIOBBIX KJIETOK, Bocnpunmumsbix k BUY i
pilro, 4TO [ENAET UX BO3MOKHBIM pesepByapom MHpeKIn
[12]. BI'B, nopobuo perposupycam, crniocobeH HHTerpu-
poBaThCsl B I'eHOM KJIETOK XO3sinHa. BerpoeHHbIil reHom
BI'B coxpansiercsi B remaronmrax. Hapsiny ¢ unrerpu-
poBaHHO!H (OPMOIL, MOKET OJHOBPEMEHHO CYIIECTBOBATDH
BHYTPUIIEYEHOYHAS [AJIUTEIbHASI IEPCUCTEHIUSI HEBCTPO-
€HHOr'O reHOMa BUPyCa B BHUJE CTAOMJIM3MPOBAHHON XPO-
MaTHHOM BHUPYCHOM KOBAJIEHTHO 3aMKHYTOH KOJIbLEBON

IHK [13]. Beissrenne PHK BI'C B Guonrarax mneueHu

Y MOHOHYKJIeapHBIX KJleTKax nepudepuyeckoil Kposu cra-
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70 nokazarenbcTBom Haamuus aatentHoil BI'C-undexuun
npu orcyrcrsun mapkepos BI'C B nuiasme xposu [14, 15].
INokasano, yro BI'C moxxer penmiupoBarbcsi He TOJBKO
B renaTrouuTax, Ho U B tum¢onanbix kiaerkax [16]. Takum
0bpasom, naHHble MHPEKIUNU MOTYT CYLIeCTBOBATb B Ja-
TEHTHOU opme, KOrjia BbISIBUTH MapKepbl BUPYCHOH pe-
MUIMKALWKY He NPEACTABIISETCS BO3MOXKHBIM. OTO SIBJISIETCS
npobsemoii s cay>kObl Kposu. Dbuto mposeneno cpas-
HUTEJbHOE WCCJIEIOBAHME KadeCTBa CKPUHUHIA [OHOP-
CKOI KpOBM Ha HaJau4ue MOJIEKyJsipHbIx mapkepos BIY,
BI'B u BI'C, koropoe noarBepamnio HUSKY BEPOSTHOCTb
BBISIBJIEHUMS] BUPYCHBIX HYKJEMHOBBIX KUCJIOT B 0obpasuax
€ MUHUMAaJbHOM KoHuenTpanueir. Haubonee ocrpo nannas
npobsieMa BO3HUKAET NPU TECTUPOBAHUU OOPA3IOB C HU3-
kum copepkannem [IHK BI'B, uro oueBupno u ceasano
C 0COGEHHOCTAMU ero >kusHeHHoro nukia [17].

obpaszom,
3HAYMMBIX 3a00JIeBaHUE Cpeau HaceJeHus Poccutickoit

Takum PaCHpOCTPAHEHHOCTh  COLIUAJIBHO
@Denepanun cospaer yrposy mnomnajgaHus MHPUIMPOBaH-
HBIX JIMI| B MoOmyJasiuuio aoHopos. Heobxomumo cosep-
IIEHCTBOBATh CHCTEMY ydYeTa M PEerucTpaluu JUL, WH-
¢unmposanabix BI'B u BI'C. Obecneuenne supychoit
6e30MaCHOCTH KOMIIOHEHTOB KPOBU — 3TO MHOTOdTAIHAS
cUCTeMa, BKJIIOYAIOLIAsl He TOJbKO PaboTy ¢ TOHOPCKUMU
Ka/[paMu, 3aroTOBKY JIEHKO- U MaTOreHpeAyLluPOBAHHbBIX
KOMIIOHEHTOB KPOBM M UX KJMHUYECKOE MCIOJIb30BaHUe
B Iapajnrme UCKJIIOYeHN ] HeOOOCHOBaHHBIX TpaHCy3uii,
HO U abopaTopHoe 00CIef0BaHNeE JOHOPOB C AUATHOCTH-
KOM paclIMpeHHOro crekTpa MH(EKIMOHHbIX MapKepOB
C UCMOJIb30BAHUEM BbICOKOYYBCTBUTEIbHBIX ABTOMATU3H-
POBaHHBIX UMMYHOXMMHUYECKUX U MOJIEKYJISIPHO-O10II0-
IMYEeCKUX TECTOB.
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OCOBEHHOCTHN YYACTHI S POCCHUAH B IOHOPCTBE KPOBM:
BJINAHNE YACTOTBI KPOBOIAY
N COINAJBHO-AEMOTPAOMYECKHNX XAPAKTEPUCTUK

Monoe A.B.*, Conossesa T.C., Koponenko A.B.

OIbYH «Bonoroackuit HayuHsiit uertp Poccuiickoit akagemun ayks, 160014, 1. Bonoraa, Poceuiickas Pepepauns

BN PE3IOME

Beenenue. Bonpocsl yuyactus Hacenenus B foOpoBonbHOM 6€3BO3ME3LHOM LOHOPCTBE KPOBKM OTHOCATCS K YUCIY MPUO-
PUTETHBIX HAMPOBEHMIA FOCYAAPCTBEHHOM NOAUTUKM B cdepe 3APABOOXPAHEHMS. HecMOTps HO cepbesHble YCNeXM B STOM
061acTi, CoBpeMeHHblE AEMOTPAPUIECKME, TEOMONUTUYECKME U MHbIE BbI3OBbI ODOOCTPSIIOT AKTYANbHOCTb MCCIEA0BATE b~
CKOTO HAMPAB/EHMs, KOTOPOE He MOJTY4MIO WMPOKOro pacnpocTpaHerus B Poccum.

Llenb: BbisiBUTL OCOBEHHOCTH YHACTMS POCCUSIH B LOHOPCTBE KPOBH.

Marepuansl u metoppl. B pabote ncnonb3oBaH OpUrMHAmbHBIN COLIMONOMMYECKMIA MHCTPYMEHTAPUH, anpobauus KOToporo
OCYLLECTBASNACL NOCPEACTBOM NPOBEAEHUS MACCOBOrO onpoca AoHopos kposu (n = 402) B uione — centsabpe 2024 r.
Ha 6ase bY3 «Bonorogckas obnactHas ctaHuus nepenusanus kposu N2 T».

Pesynbrarbl. [loHopbl KpOBK OKA3ANMCH rEeTEPOreHHbIM COOBLLECTBOM, MOTUBALMS YHACTUS KOTOPLIX B AOHOPCTBE 30MET-
HO BAPbMPOBANA B 30BMCMMOCTM OT COLMANbHO-AeMOrpadMyeckoi rpynnbl UM YacToTsl kpoeoaay. [locneaxnit dakTop
NOCAYXWI OAHWUM M3 BOXHEMLIMX C TOYKM 3PEHUS BBICTPAMBAHMS 3PPEKTUBHBIX MPAKTUK B3AUMOAENCTBUS ClyX6bl KPOBH
¢ HaceneHnueMm. Pasnmuns mexay NepBUUHBIMU U PEryNSPHBIMKA JOHOPOAMM MPOSIBUIMCh B FOTOBHOCTH MPOAOSIXATL Y4aCTHE
B BUXEHWUM OHOPOB KPOBM, MHPOPMUPOBAHHOCTU O NOTPEBHOCTM B ONPEAENEHHbIX FPYNNAX KPOBM, YAOBIETBOPEHHOCTH
oT nocelenus ctaHumn nepennsanms kpoeu (CMK) 1 1.4., 4uTo Heobx0aMMO yunTHIBATL ANS Pa3BuTHS [OBPOBObLHOTO Ges-
BO3Me3[JHOro AOHOPCTBA KPOBM.

3aknioueHue. PesynsTathl onpoca NocnyXuam OCHOBOM Asi OOOCHOBAHMS NEPCMNEKTUBHBIX HAMPABIEHUM YNYYLIEHUS CUC-
TeMbl UHpopmmuporarus goHopos u paboTsl CMK. Cpean 0cHOBHbIX MEP: OpraHu3saLms rMbKoM CUCTEMbI 3AMMCH HA KPOBO-
AQYY, COKPALLEHNE BPEMEHM OXMAAHUS NMPUEMA CMELMANUCTOB U MPOLLeAYPbl LOHALMM, MOBbILLEHNE UHPOPMUPOBAHHOCTH
AOHOPOB, COBEPLLEHCTBOBAHME PABOTHI «LOHOPCKOro CBETOPOPA», BbIE3L MOBUIbHEIX BpUrag Ha NpeanpuUsaTHs, pasmelle-
HWE YNIMYHOM PEKIAMbI AOHOPCTBA M OPraHM3ALMS NAPKOBOYHBIX MECT /19 AOHOPOB.

KnioueBble cnoBa: foHOpCTBO KPOBU, CYX6A KPOBU, JOHOPHI KPOBU, AOHOPCKMIA CBETOGOP, MOTUBALMS AOHOPOB

KoH$pnukT nHtepecos: asTops 30481710T 06 OTCYTCTBMM KOHGMMKTA MHTEPECOB.

DUHAHCUPOBAHME: CTATbS NOATOTOBMEHA B PAMKAX rocyaapctseHHoro sapanms FMGZ-2025-0014 ¢ ucnonb3osaHiem pesynstatos, NOMyYEHHbIX NPH
BHIMOMHEHUU HAYYHO-UCCER0BATENLCKON paboThl no Teme: «PaspaboTtka pekomeraaumii no coseplueHcTsosaruio gesrensioctn bBY3 BO “Bonoroackas
obnacTHas cTaHums nepenmsarms kpoer N2 17 8 061aCTH MHOOPMUPOBAHUA 1 MPUBIEYEHUS LOHOPOB KPOBH.

BnaropapHoctu: astopsl BHpaxaioT GraroaapHocTs cotpyatmkam bBY3 «Bonorogckas obnactHas ctanumua nepenusatus kposu N2 1» v nnyHo rmasHomy
Bpady YnbsHosoi M.B. 30 BO3MOXHOCTb NpOBEAEHUS MCCNIEOBAHMS.

Ansa umutnposanus: [onos A.B., Conoebesa T.C., Koponetko A.B. OcobeHHOCTH yu4acThs poccusH B AOHOPCTBE KPOBM: BAMSHME 4ACTOTH KPOBOAAY M CO-
umansHo-gemorpaduyecknx xapaktepuctrk. lematonorus u Tpancyamonorms. 2025,;70(3):359-373. hitps://doi.org/10.35754,/0234-5730-2025-70-3-
359-373
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FEATURES OF RUSSIANS’ PARTICIPATION IN BLOOD DONATION:
INFLUENCE OF BLOOD DONATION FREQUENCY
AND SOCIO-DEMOGRAPHIC CHARACTERISTICS

Popov A.V.*, Soloveva T.S., Korolenko A.V.

Vologda Research Center of the Russian Academy of Sciences, 160014, Vologda, Russian Federation

B ABSTRACT

Introduction. The issues of public participation in voluntary non-remunerated blood donation are among the priority areas
of state policy in the field of healthcare. Despite significant progress, contemporary demographic, geopolitical, and other
challenges underscore the relevance of research in this area, which has not yet been widely explored in Russia.

Aim: to identify the characteristics of Russians’ participation in blood donation.

Materials and methods. The study employs an original sociological methodology, tested through a mass survey of blood donors
(n = 402) conducted from July to September 2024 at the Vologda Regional Blood Transfusion Station No. 1.

Results. Blood donors were found to be a highly heterogeneous community, with motivation for participation in blood dona-
tion varying significantly depending on socio-demographic factors and donation frequency. The latter factor proved to be
one of the most important in developing effective interaction strategies between blood services and the population. Differ-
ences between first-time and regular donors were revealed in their willingness to continue donating, awareness of the need
for specific blood types, satisfaction with their visits to the blood transfusion station (BTS), etc. These factors should be taken
into account in order to enhance voluntary non-remunerated blood donation.

Conclusion. The survey results provided a basis for identifying promising directions for improving donor information systems
and the BTS operations. Among the main measures: implementing a flexible appointment system for blood donation, reduc-
ing wait times for an appointment with a specialist and the donation procedure, increasing donor awareness, improving the
work of the "donor traffic light” system, sending mobile teams to for on-site workplace donations, placing outdoor donation
advertisements and providing reserved parking for donors.

Keywords: blood donation, blood service, blood donors, donor traffic light, donor motivation
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Beenenue

lobpososnbHoe Ge3BO3Me3HOE JOHOPCTBO KPOBU UIpa- TOB TPOMOOLIMTOB W MJIa3Mbl HEOOXOAMMO MAJISl JIEUEHUSI
eT KIIIO“IeByIO pOJIb B 06eCHe‘IeHI/II/I 6OJTBHI)IX XKMN3HEHHO OHKOJIOTNYECKUX 3&60HeBaHHﬁH TAXKEJIbIX TpaBM, HPOBe-
BAa>XXHbBIMMU KOMIIOHEHTaAMN KPOBI/I 1N HagJexXalluem (byHK- ACHU I OHepaLII/If/i nu PO}IOB, a TaK>XKe OcyHIeCTBJIeHI/Iﬂ 06Pa'
LMOHMUPOBAHUU CHUCTEMBI 3ApaBoOXpaHeHust. PerysnsprHoe  30BaTesbHOM M HAyYHO-MCCIIEAOBATENBCKON A€ TEIBHOC-
[IOITOJTHEHME 3aI1aCOB OPUTPOILMTHON MAaCChl, KOHIIEHTPA- T4 B obiactu megunuubl. CoracHo oTyery BO3, B mupe
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Habmonaercss pocT obOBbeMOB cbopa IenbHON KPOBH,
a B CTpaHaX C BBICOKMM yPOBHEM J1I0XO/a /10J151 AOOPOBOIIb-
HOro 6e3BO3ME3IHOrO IOHOPCTBA 11eJbHON KPOBU I0OCTUTIIA
96% (nporus 63% B cTpanax ¢ Huskumu poxonamm) [1].
Hecmorpsi Ha mosioskuTesnbHble TEHAEHLMH, OOWast CH-
Tyauusi Jajleka OT MAEaJIbHOM. OTO KacaeTcsl He TOJIBKO
Pa3BUBAIOIIMXCS CTPaH, KOTOPbIE CTAJIKUBAIOTCS C IPO-
6semamu HaaM4YMA U 6E30MaACHOCTU KPOBU, HEYCTOMUYUBO-
ro dunancuposanus ciayxb cbopa u T.A., HO U JTUAEPOB
rinobasbHoit akonomuku. Ha dpone Bospacratoweit norpe6-
HOCTM B KOMIIOHEHTaX KPOBM, 3aMETHO INPEBbILIAIOIIEN
pacueTHble BeJUYMHBL [2], IPOMCXOASAT Cepbe3HbIE COLM-
anpHO-Aemorpaduueckre nsmeHenus (CHUYKEHHE POXKAA-
€MOCTH, CTapeHue HaceJeHUsl, epeMeHbl B 00pase >KU3HU
M T.[1.), 4YTO NPUBOAUT K OLLYTUMOMY COKPAIEHUIO KOJIU-
YecTBa IOHALMI KPOBU M YMCJIa IOHOPOB, 0COOEHHO Cper
mousoaexu [3]. AKTyaapHOCTb JAHHOIO TPEH/A OTMEeYaeT-
ca kak B Espone [4] u CILIA [5], Tak u B Poccuu [6].

B pesysnbraTe HanmoHasbHbIe CILy>KOBI KPOBYU BBIHY K 1€~
HBI aJANITHPOBATHCS K COBPEMEHHBIM peanusam. [lis aroro
BHE/IPSIOTCS TIEPEAOBble KpoBecheperalme TeXHOJOTHH,
COBEPLIEHCTBYIOTCSI METO/bI NepepacrpeieseHus] JOHOP-
CKOM KPOBM, NMPEANPUHUMAIOTCS YCHJIMS Ul BBICTPAM-
Banusi 5PPEeKTUBHOTO B3aMMOEHCTBUS C HACETIEHUEM.
Ilocnennemy acnekTy OTBOAMTCS MEPBOOYEPESHOE 3HAYE-
HUeE, NOCKOJIbKY YCIIEMIHOCTh IPOrPaMM PasBUTHUs 1OOpO-
BOJILHOTO 0E3BO3ME3HOrO JOHOPCTBA KPOBU BO MHOIOM
3aBUCHUT OT JOBEPUs JIIO/IEH K CUCTEME 3/[paBOOXPAHEHUS,
COLMAIBHON COJIMAAPHOCTU W HAJMYMUSl yKOPEHEHHBIX
NpaKkTUK IOHOPCTBa B obuecTse. B aT0il cBs3M Bonpocs
MOTHMBALIMU y9YaCTUS B JOHOPCKOM IBHMYKEHUU U OCBELOM-
JIEHHOCTH O BO3MO>KHOCTSIX U HEOOXOIMMOCTM IMpHUcoe-
AVHEHUsI K HEMY HaXOASITCsl B LieHTpe BHumaHus [7-9].
Ilpu srom ecam B MCTOYHMKAX Ha AHIVIMACKOM SI3bIKE
O 9TOM TEMATHUKE MOYKHO HAaMTH MHO>KECTBO dMIITMpPHUYE-
CKUX MccienoBaHuii (B T. 4. C HPUMEHEHUEM METO/0B aHKe-
tuposanus [10] u unrepseionposanus [11], skcneprabix
onpocos [12], pokyc-rpynn [13] u 1. 1.), TO B 0TeyecTBEH-
HOM JINTEPAType NX KoanuecTBo orpannyueHo. Kak npasu-
70, B CJly4ae ¢ OOLIMPHBIMU AAHHBIMM [€J1a€TCsl aKLEHT
Ha ONpefeIeHNHN COLUAIbHO-AeMorpaduiecKoro Noprpe-
ta gonopa [14, 15], B To Bpems kak HeMHOrouucsaeHHas
BBIOOPKA CTAHOBUTCSI OCHOBOM /151 aHAJIU3a MOTHBAIIUOH-
HOTO roJisl U KaHas0B nngopmuposanus o nonopcerse [ 16,
17]. CyiuecTByIoT Tak>Ke IPUMEPBI KOMILIEKCHBIX HCCJIe-
nosanwuii [18, 19].

[IpobaemaTuky yuacTus poccUsiH B ABMYKEHMH JOHOPOB
KPOBHU CJIO’KHO HasBaTb riiyboko mpopaborannoit. Jlums
B OT/EJBHBIX TPyAaX YZAEJSeTCs BHUMAaHUE PasjndusIm
MeXXAy IEPBUYHBIMM U perynsipusimu poHopamu [20]
UM BOCTPEOOBAaHHOCTHU «JOHOPCKOro ceeTodopar, mpen-
CTaBJSIOLIEr0 CODOM CHCTEeMY, KOTOPasi C IOMOLILBIO IIBETO-
BOM MHAMKALMM OTPA’KAET MOTPEOHOCTH MeLy YIPEesK AEHU ST
B KPOBM PasHbBIX I'PyII U pasHoro pesyc-dgaxropa (3ese-
HBIM — KPOBb JaHHOW I'pYMIIbI U peayc—cl)aKTopa nmeerT-
CS1 B IOCTATOYHOM KOJIMYECTBE, JKEJITBIA — KPOBH JAaHHON
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rpynnel U pesyc-hakTopa Hef0OCTATOUYHO, HY>KHO MPUNATH
M CaTh KPOBb, KPACHBIM — 3amac KPOBU JaHHOU IpyII-
el U peayc-hakTopa JOCTUT KPUTUYECKOTO MHHHMMYMA,
HEOOXOAMMO CPOYHO NpHtTH U caath kposs) [17]. Orcrona
CJIO’KHOCTHh KOHLENTYAJIU3AL NN UCCJIEA0BATE]bCKOIO Ha-
NpaBJeHus B CTPAHE KaK COIMaJbHON npaktuku [21].

Ilenns nacrosiueil craTbu — BbISIBJIEHUE ocobeHHOCTEH
YYaCTUsI POCCHUSIH B JOHOPCTBE KPOBHU.

Marepuasbr 1 meTonbI

B ocHoBe uccrenoBaHus J1€KUT aBTOPCKUH MHCTPY-
MEHTapui, INPEACTABIEHHBI B BHUAE AHKETHI MPEUMY-
LIECTBEHHO C 3aKPBITBIMU BOMPOCAMHM M HANPAaBJIEHHBIN
Ha oInpejejeHue BO3MOX>XHOCTEH M OrpaHUYeHUM yya-
cTus HacesneHMsi B qoHopcTBe KpoBu. llosnesbie paGoTs
nposonuau B utosne — centsiope 2024 r. na 6aze BY3
«Bonoroackas obnactHas craHuus nepesuBaHUsS KPOBU
Ne 1» (BY3 BO «BOCIIK Ne 1») B 2 arana, kotopble pea-
JIM30BBIBAJIMCH NapaJienbHo. Ha nepsom atane onpoc npo-
Bopmum B cranuuu nepesusanus Kposu (CITK). Auxerst
paspaBaju B perucrparype u sabupanu B kabunHere Bpa-
4a, OCYIIECTBJISIBLIENO OCMOTP MOTEHUAJbHBIX [IOHOPOB.
[Tonobubim obpasom B 6asy AaHHBIX ObLIO 10OaBIEHO
232 panupubix Habmonenus 6es ykasanus OUO pecrion-
nenros. Ha Bropom srame omnpoc ocymectsiasim myTem
PAaCChIIKU OHJIAMH-aHKETbl MOAMUCUYUKAM O(PHUIHUATBHOIO
coobmecrea BY3 BO «BOCIIK Ne 1» B conmanbHoOi ceTu
«BKonrakre», a Takike pasmelieHus B HEeM COOTBETCTBY IO~
LIEro MoCTa CO BCEH HeoOXOaMMON I/IH(bopMauI/Ief/’I. Bcero
6b10 3anonneno 175 anonumueix anket, ua Hux 170 npu-
sHanbl Baauaasimu. O6umii 06bem BBIGOPOUHON COBOKYI-
noctu cocrasua 402 wenoseka B Bospacre ot 18 o 65 ner.

OnpoienHble JOHOPBI KPOBU ObLIM B PaBHOM CTeNeHU
NpeACTaBJIeHbl MY>KYMHAMM U YKEHIIIMHAMM, HO, KaK mpa-
BUJIO, 3TO Juua B Bodpacte 35—44 ner u ¢ Bbiciuum obpa-
soBanuem (1aba. 1). B ocnoBHOM oHM paGoTanu B cdepax
roCyJapCTBEHHOrO yNpaBJeHUs, BOGHHON OesornacHocTH
U couManabHOro obecrieueHus, TPAHCIOPTA U CBS3U, 00-
pabarpIBalOIMX MPOM3BOACTB, HAyKW W 0ObpasoBaHUsL.
Bespaborubix u yuammuxcs B obuieii BoIGOpKe 0Ka3auoch
menee 7 %. B uucne monopos, cnasaBuux Kposb Gosee
20 pas, mo CpaBHEHUWIO C APYTMMH IpPyNIaMHM 3aMETHO
Gosiblie TeX, KTO TPYAWJICS B 0OpabaThiBalOIIMX MPOU3-
sBoacreax (16%), snpaBooxpaHeHMM M npemoOCTaBIEHMU
coumasnbubix yeayr (14 %).

Peaysbrars:
Momusayus donopemea u zomosrocnme
npodoacams yuacmue 6 déuixceri Jonopos Kpoét

I1peobnanaromeil npuunHOi, MOOYAMBIIEH PECIOH/EH-
TOB CTaTh AOHOpamMu KpoBH, B /8% ciydaes ObLIO Ke-
nanue nomous aApyrum moasm (puc. 1). Beiparkennsimnu
TAK>Ke OKas3aJMCh LEHHOCTU MHIAMBUAYAJIU3Ma, KOTOPbIE
NpPOSIBUJINCh B 3aWHTEPECOBAHHOCTM MOJLyYUTh BBIXOA-
noit gens (28 %), abrorer u komnencauuu (20 %) u gomou-
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Ta6aunua 1. CounansHo-aemorpaduieckme xapakTeprUCTVKN AOHOPOB KPOBH, TPUHABLIMX y4ACTME B ONPOCE, %
Table 1. Socio-demographic characteristics of blood donors taking part in the survey, %

Cnocob cbopa nHpopmaumu

Bcero Method of information collection
XapaKTepusTnya In total o =
e n fo oddnaitH-onpoc | OHNAWH-onpoc
(n=402) | offline survey online survey
(n=232) (n=170)

MNon / Sex

My>xckon / Male 48,5 57,3 36,5

XKenckun / Female 51,5 42,7 63,5
BospactHas rpynna / Age group

18-24 11,4 8,6 15,3

25-34 25,4 26,7 23,5

35-44 45,3 44,0 471

45-65 179 20,7 14,1

YpoeeHb o6pasoeanus / Education level
OcHogHoe obuiee (? knaccos)
Basic general (@ grades)
CpepHee obuwee (11 knaccos) 55

Secondary general (11 grades) ' 39 %
CpepHee, B 1.4. [TY co cpepHnum obpasosanmem 43 43 41
Secondary, including vocational school with secondary education ' ' '
CpepHee npodeccnoHanbHoe (TexHukym, konnepx)
. } 22,5 31,6 10,1
Secondary vocational (technical school, college)
Bglcmee (Cn.elleanTeT, /60Kanan/pua'r, maructparypa) 640 58.4 716
Higher (specialist, bachelor’s, master’s)
Mocnesysoeckoe (acnupaHTypa, AOKTOpAHTYpA)
1,8 0,4 3,6
Postgraduate (postgraduate, doctoral)
Yuenas crenens / Academic degree 1,0 0,4 1,8
Céepa pestensHoctu / Field of activity
Cenbckoe X039MCTBO, OXOTA U IECHOE XO39MCTBO
) ) 1,5 09 2,4
Agriculture, hunting and forestry
06pq6qT§|Bq|ou4ue npoussopacTed 10,5 14,4 53
Manufacturing
MpouseoacTeo 1 pacnpeaeneHne aNeKTPOIHEPIMU, FA3A 1 BOAbI
. - o 56 59 5,3
Production and distribution of electricity, gas, water
Crpoutenscteo / Development 3,3 3,6 29
OnToBas 1 PO3HMYHAS TOPFOBS; PEMOHT BTOTPAHCMOPTHBIX CPEACTE U BLITOBLIX U3AENMIA
Wholesale and retail trade, repair of motor vehicles, motorcycles, household goods and per- 50 7,2 3,5
sonal items
locTUHMLBI M pecTOpaHbI
Hotels and Restaurants 13 14 12
TpaHcnopT u ceasb
Transport and Communications 12,5 170 29
®unaHcosas geatensbHoctb / finance 4.3 4,5 41
Onepauum ¢ HeABUXMUMbBIM UMY LLLECTBOM, APEHAA U NPEAOCTABIEHUE, YCNYT 10 05 18

Real estate, renting and business activities

locynapcteeHHOe ynpasneHue n obecneueHme soeHHon besonacHocTy;
coumanbHoe obecneyeHue 14,8 13,1 171
Public administration and defense, social security
Hayka n o6pazosanue

Science and education

3npaaooqur|euue.w coumanbHbIe ycnyru 8.4 27 04
Health and social services

MpepocTaBneHne NPOUNX KOMMYHOSBHBIX, COLUANLHBIX M NEPCOHANBHBIX YCIYT

10,5 6,3 159

Other community, social and personal services 43 41 47
Opyroe / Other activiies Q7 59 14,7
BespaboTHbii, yuawmiics 6.6 72 50

Unemployed, student

Mpumeuyanue. Cratnctnueckmnin ananus. [ins o6paboTkm nonyyeHHbIX AAHHBIX ncnonb3osanu nporpammy IBM SPSS Statistics.
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| 78

YKenanne nomous apyrum sirojsim / The desire to help
others

Tonyuenne BeixoaHOTro AHs Ha padore / Getting a day off
at work

JIbrotel u KOMTICH AWM JUTs ToHOPOB / Benefits and
compensation for donors

Tlonyuenune gomonuuTensHoro goxoxa / Getting additional
income

IIpumep 6am3knx poactBeHHHKoB / An example of close
relatives

Pexomenpmarust apys3eii / Kosier (3a KOMIAHUIO)
Recommendation from friends/colleagues (for the
company)

0
OBcero / In total

B Kenmmuael / Women

87,7

25,3
20,2
15,2

25,3
19,6

23,5
20,9
25,0
16,5
14,3
17,9

10,4, ) ) ) |

20 40 60 80 100

B MyxuuHsl / Men

Pucyrok 1. Ouerka $akTopos, MOTUBMPOBABLUMX CTATL AOHOPOM KPOBM, MO Nony, % (BOPUAHT OTBETA «B 3HQUUTENLHOM CTENEeHM»)

Figure 1. Assessment of the factors motivating people to become blood donors, by sex, % (answer option “to a large extent’)

Tabnuua 2. OueHka GAKTOPOB, MOTHBMPOBABLUKX CTATb AOHOPOM KPOBM, NO BO3PACTY U KOMMYECTBY KPOBOAAY, % (BAPUAHT OTBETA «B 3HOYUTENb-
HOW cTeneHm»)
Table 2. Assessment of the factors motivating people to become blood donors, by age and number of blood donations, % (answer option “to a large

extent”)
Konunuectso kposopaau
Bospacr/Age Number of blood donations
Ortset/Answer 1 o s .0 0
18-24 25-34) 35-44 | 45-65 pas/time | pas/times | pas/times | pas/times

Kenanme nomous apyrum 476 | 627 | 689 | 955 | 825 80,2 752 776
Desire to help others
MonyueHue BbixogHOrO AHA Ha paboTe 143 236 901 250 - - 00 137
Getting a day off at work ' ' ' ; , ) g ,
JlbroTsl n kOMNEHcALMY ANs AOHOPOB 190 045 294 474 . 190 . 204
Benefits and compensation for donors ' ' ' ] / , : ,
MonyueHune gononHutensHoro goxoaa 238 391 18.3 200 43 63 190 )5
Cetfing additional income ' ' ' : ’ : , .
Pekomenaauus apysein n konner 997 139 76 200 o7 76 o 190
Recommendation from friends and colleagues ! ' ' ' : : . )
Mpumep 6113KNMX POACTBEHHNKOB 48 20.8 104 999 78 330 5e 0
Example of close relatives ' ' g ' , , ) ,

nureapubiiit goxon (20%). [ns skeHmwumn, no cpaBHeHUIO
C My’>KuMHaMW, ObuIM GoJiee XapaKTepPHBI AJbTPYUCTH-
yeckue MOTuBBI (kesaHue momoub OmmxHemy — 88%
nporus 68 %), HOPMOLIEEHTPUYECKHE MOTHUBBI CJIEAOBAHUS
npuMepy POACTBEHHMKOB M PEKOMEHIALUSM APY3€i, KO-
aer (256% nporus 17 %; 18% nporus 11 %). My>xunnam,
0 CPABHEHMIO C >KEeHIIMHAMMU, ObLIIO CBOHCTBEHHO C/1aBaTh
KPOBb C LIEJIBIO MOJLYYEHHUSI JIbIOT U KOMIIEHCALUH, a TaK-
>ke fonosHuTenbHOro aoxona (25% nporus 156%; 24 %
nporus 16 %).

Nmenu mecro m pasiauuus B MOTHBALUM JOHOPCTBA
B 3aBUCHMMOCTHM OT BO3PACTa U OIbITa AOHOPOB (Tabus. 2).
Hecmorpst Ha To uTo Ha nepsom mecte cpenu dakTOpOB,
CTHMYJIMPOBABIINX CAABaTh KPOBb, HAXOAMIIOCH YKeJIaHUe
[IOMOUYb JIIOASIM, €ro 3HAa4MMOCTb BO3PACTaJa B 3aBUCHMO-

CTH OT BO3PACTa PECIIOHEHTA U CHU>KAJACh 110 MEPE yBe-
AuyeHUs KonaudectBa Kposopad. CrpemiieHue mosyuutsb
HOHOJIHI/ITeJIbeII‘;I a0X0M4 6bIJIO 60Hee Xa.paI(TepHO AJIs1 JINIL
B BoapacTte 25—34 ner (25 %), a raksxe nas Hanbosee ONbIT-
HBIX OHOPOB (26 %). «3a KOMNaHMI0» Yallle BCEro CAaBaIN
kpoBb mostoaste goau 18-24 ner (24 %). IlpencraBurensm
cTapliell BO3paCcTHOM FPyTIbl ObLIO CBOKCTBEHHO HE TOJb-
KO >KeJIaHMe TIOMOYb JIIO/SIM, HO U TTOJLY YU Th JIbIOTHI U KOM-
IIeHCaluuuun. y p;OHOpOB C KOJIMYeCTBOM KpOBOﬂa‘{ CBBbIIIIE
20 6I:)I.HI/I 60ﬂee Bpra)I(eHbI I/IH;[I/IBI/I,E[yaJII/ICTI/IquKI/Ie MO~
THUBbI (HOJIy‘-IeHI/Ie JIBIOT U KOMHeHCaHI/If/’I, BBIXOJHOI'O AHS
Ha paboTe U JONOJHUTETBHOIO AOXOMA).

Cpean MOTMBOB, MOQY>KAABIIUX [OHOPOB K MPOJOJ-
JKEHUIO y4acTusi B KpoBojadax, mnpeobsananu oTcyT-
cTBHE ouepefedl B JAeHb CAAYM, HAJHYHE HHCbOpM&uI/IH
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0 HeobXOAMMOH rpyIine KPOBHM, MOOL[PEHHE JOHOPCTBA
paboroparenem wuaM 0bpasoBaTeNbHON OpraHu3aluein
(no 73-75%). 3naunmoit aBasIeTCST NHPOPMUPOBAHHOCTD
0 IOHOpCTBE B Lesiom U notpebrnoctu B kposu (64 %), npe-
MMyLIeCTBaX M MPOTHBOINOKA3aHUAX K AOHOPCTBY KPOBU
(63%). B menbiueii cremeHuM OBIIM CHOCOOHBI MOTHBU-
poBaTh Ha Oyayllee AOHOPCTBO HAJUYHUE MOCTOSIHHBIX
NOHOPOB cpenu 3Hakombix (43%) m npumep M3BeCTHBIX
moneit (25%). Tlosbimenne nndgopmuposanHocTn o no-
TPEOHOCTH M MpoLEecCe CIaYM KPOBH, & TaKKe MOOL[pEeHMe
no mecty paboTbl/y4ebbl U BO3MOXHOCTb yTJ1yOJeHHOro
MEAMIMHCKOIO OCMOTpa OKasaJMCh Haubosiee BOCTpe-
6oBanbl cpenu >xeniun 18-24 ner. Marepuanbhbie cTu-
MyJIbI Y IPUMEP 3HAKOMBIX JIOHOPOB B OOJIbLIEH CTeneHU
MOIJIM CHOABUTHYTb Ha [OHOPCTBO MOJIOABIX MY>KUMH
B Bospacre 10 24 ser. Cpean OHOPOB ¢ pa3HBIM ONIBITOM
KpoBojauu tak>xe Habmonanace nuddepeHuuanus B mo-
TUBax npoposkeHus aoHoperBa. OpHOKpaTHO caasliMe
KPOBb XOTeJu GOJIblle 3HATH O MPEUMYIIEeCTBAX U MPOTH-
BOMNOKAa3aHMSX [OHOPCTBA, O CAMOM IMPOLECCe JOHAIUU
u o norpebuocTu B KpoBu. ONbITHBIE TOHOPHI NPEATIOYU-
TaJaW MOJydaTh MHPOPMALUIO O HEOOXOAMMBIX IpyIIax
KPOBH M BO3MO>KHOCTH MPOXOXK/IEHUS YLy OJIeHHOro me-
AOCMOTPA B A€Hb AOHALUMU.

Ouenra cucmemeot ungopmuposarus donopos
uw 3anucu na Jonayo

COI‘J’IaCHO AAHHBIM OIIPpOCA, IMOYTU TPU YE€TBEPTU NOHO-
POB 3HaAJIY, raAe pasmelieHa I/IH(bOpMaIII/IH (o] HOTpe6HOCTI/I
B pas/IMYHbIX I'pylnnax KpOBHU. HaI/I60.TII)IHyIO I/IHCbOPMI/I-

POBAHHOCTb NPU STOM MPOLAEMOHCTPUPOBAJIM PECIIOH-
nentsl B Bodpacre 35—44 ner (79%), a Ttakske onbITHbIE
noHopsl, caasmue kposb ceie 20 pas (83 %), menee oc-
BEJIOMJIEHHBIMU OKasaJjuch mosonexs 18-24 ner (57 %)
Y JIIOAY, NMEBLIME OAHOKPaTHBIN onbiT kposopauu (50 %).

ns undopmuposBanus HacesneHus o0 aKTyasbHOM
NoTpebHOCTH B KPOBM ONPEAEJEHHOH TI'PYMNMbl HUCHOJb-
ayeTcsl «JOHOPCKui cBetodop». 3HauuTesbHas YaCTh
nonopos (60%) smanu o mem. B monosospacraom pas-
pes3e M N0 KOJMYEeCTBY KPOBOAAY MH(POPMHUPOBAHHOCTD
0 QYHKIMOHMPOBAHUU TAKOI CHUCTEMBI KOPPEJIMPOBaJa
c obuieil 0CcBesIOMJIEHHOCTBIO O pasmelleHUMH uHdOpMa-
nuu o nmorpebHoctu B AOHOPCKOU Kposu. Jlyume Bcero
ObLIM 3HAKOMBI C «IOHOPCKUM CBETO(OPOM» >KEHIIUHBI
(68%), nmpencraBurenn Bo3pacTHOH rpynmnbl 356—44 ner
(65 %) u onbrrasie gonopsr (60%). Myskaunbl, Monoxexsb
18-24 ner u Te, KTO OMHOKPATHO CABaJ KPOBb, OTJIMYa-
JUCh MeHblIel MHPOPMUPOBAHHOCTBIO B JAHHOM BONPO-
ce. Bosee mos10BUHBI ONPOLIEHHBIX HE MOJAB30BAINCH «0-
Hopckum csetodopom» (puc. 2). Kaxnapiit narsiit nonop
nHorga obpamascs K Hemy, HO B OCHOBHOM C[aBaJjl KPOBb
1o MHBIM coobpaskeHusam. Perysnspro nonbszosanucs aToi
cucremoit auwb 13% 10HOPOB, a ee MOCTOSTHHBIMU TOJIb-
30BaTeJqsIMU Yalle SIBJISJIMCh MOJIOJbIE JIIOAU B BO3pacTe
18-24 ner (18 %) u cnasasmue kposb 6osee 20 pas (18 %).
Memblie Bcero npumeHsIM «IOHOPCKUI CBeTOOP» MK~
qunbl 45—65 net (74 %) n a0AM ¢ OMHOKPATHBIM OINBITOM
nonanuu (80 %).

HecmoTpss Ha TO 4TO JBrOTHI M KOMIEHCALMU SIBJISI-
JUCh 3HAYMMBIMU MOTUBaMU /sl JOHOPCTBA, O 6A30BBIX

100,0 0
98] (8.3 ]
80,0 r
25,5 21,5
60,0 r
40,0 |
20,0 r
0’0 1 1 1
18-24 25-34 35-44 45-65 1 pa3 2-5 pa3 6-20 pa3 6onee 20
1time 2-5 times | 6-20 times | pa3 / more
than 20
times
Bcero Bospact / Age Konunuectso kposogay / A number of blood
In total donations
O pyroe / Other

O He ncnonb3yto, Ho obpallalo BHUMaHMe Ha UHYI0 MHPOPMALMIoO 0 NOTPeBHOCTU B KPOBU (HanpuUmep, Ha KOHKPETHOTO YenoBeKa) /
I don't use it, but | pay attention to other information about blood needs (for example, for a specific person)

@ PerynapHo ncnonbayto / | use it regularly

O WHoraa ncnonb3yio, HO B OCHOBHOM CAato KPOBb Mo Apyrum coobpaxerusam / | occasionally use it, but mostly, | donate blood for

other reasons

@ He ucnonb3yto / | don't use it

PucyHok 2. Vlcnonb3osarye AaHHbIX «GOHOPCKOTO CBETOGOPA» AN MIAHUPOBAHMSA CAAYM KPOBM, MO BO3PACTY U KOMMYECTBY KPOBOAAH, %

Figure 2. Using the data from the «donor traffic light to plan blood donations, by age and number of blood donations, %
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Tabnuua 3. Pacnpenenenwe otsetos Ha sonpoc: «Ocsegomnensl nu Bl v Nonb3yeTecs M NbroTamu, NoIOXKEHHBIMY BOHOPAM KPOBUES» MO Moy,

BO3PACTY W KONMYeCTBY KPOBOAAY, %

Table 3. Distribution of answers fo the question: «Are you aware of and do you take advantage of the benefits provided for blood donors», by sex,

age and number of donations, %

Bospact/Age

Oreet/Answer

18-24 |25-34 | 35-44  45-65

Da, oceegomnen
M Nonb3yloch
Yes, | am aware, and | use

45,6 391 392

396 | 444

Konuuectso KpoBoaa4

Number of blood donations
Bcero
1 pas Total

time

2-5 pas
times

6-20 pa3
times

>20 pas
times

22,5 369 39,1 40,3

Na, oceegomneH,
HO He Monb3yIoChb
Yes, | am aware, but | don't use it

28,7 32,6 22,5

30,2 2972

275 28,8 293 271 28,4

Hert, He ocBegomneH
No, I'm not aware

22,1 24,6 21,7 324

22,5

300 25,2 24,8 23,4

3aTpyaHsioCcb OTBETUTD
| can't answer that

3,6

’

12,1 6,5 59

77 12,5 200 Q0 6,8 4,2 8,0

rapaHTusax Obuin ocBegomiaensl 68% pecrnoHaeHTOB,
a mosnbzosanuck umu aumib 40% (taba. 3). Bonee undop-
MHMPOBAHHBIMU B JAHHOM BOIIPOCE OKA3aJMCh MY>KYMHBI
(46 %), mronu B Bospacre 45—65 net (44 %), a Taxske Te, KTO
6onee 20 pas cnasan kposb (51 %). IToutn kax bt ns-
TBIii JOHOP He 3HAJI O CYIIeCTBYIOLIUX JIbroTax, B Oosbleii
CTeNeHM 9TO Kacajoch HacejeHUsl B Bodpacte 25—34 ner
(32 %) u Tex, KTO MMeJ OJHOKPATHBIN ONBIT AOHAIIUH KPO-
Bu (30%). [lasxe onbrrable nonopst or 18 no 25% Huuero
He 3HAJIU O MOJIOYKEHHBIX KOMIEHC AU AX.

Cpenu kanasos nosyuyenus: ”HOPMALUK O IOHOPCTBE
KPOBM HaHMOOJIBIILYIO MOMYJSIPHOCTh WMEJU COLUAJbHbIE
cetu (60%), xoTOppIMU Halle MOTB30BAJIUCH YKEHLIUHBI
(64%) u onbitable noHopst (64 %). Cebie Tpetu (39 %)
OINpPOLIEHHBIX MCHOJb30BaJAN OQHUIHANbHbIE CANUTBI Me-
AVMLMHCKUX yupexaeHui, 34 % — ceemeHms or apyseit
v 3HaKOMbIX, a 19% — TeseBUsHMOHHBIE NEepeaun UK UH-
dbopmanuio no mecry paborsi/yuebnr. VuTepHer-caiiTel
6b11n Gosnee BoctpeboBanbl y 42% ponopos 25-34 ner
uy 42% cpasaBmux kposb 2-5 pas, a undopmanus
or apysei n sHakombix — y 54 % monopexn 18-24 ner
uy 53% noHOpPOB, MMEBLINX OJHOKPATHBIN ONBIT AOHA-
nun. Tenesupenue xax MHPOPMALMOHHBIA KaHaJl O J10-
HOPCTBe OKasaJscs HanboJiee paClpOCTPAHEH CPEAU MY K-
4yuH crapuero Bospacta (35%) 1 fOHOPOB ¢ KOJAMYECTBOM
kposoaau 26 (21 %).

OddexTuBHBIMM crIOCO6amMmyu MHPOPMUPOBAHHS O JO-
HOpcTBe mnociayskuim couuanbabie cetn (83%), a rtak-
>ke uHpopmHupoBaHue no mecty yuebbt/paborsr (68 %)
(puc. 3). Menble Bcero noJb3oBajuCh CIPOCOM TaKHe
HMCTOYHMKU, KAK paamo, rasetsl v xypHaiusl (22 u 12 % co-
OTBETCTBEHHO).

Haubonee Bbicoko ounenmBanu op¢PeKTHBHOCTD MOJLY-
yeHUst HPOPMALMU 110 MeCTy paboTbl/y4ebbl, yepes crie-
LUaJbHble TIPUJIOKEHUs sl TesedoHa, a TaKk>Ke Mepo-
NpUsITUS B OOLIECTBEHHBIX MECTAX MOJIOfble >KEHIIUHBI
B Bo3pacre 18—24 ner u nonopsl, caasasime kposb 2—5 paa.
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Mysxuauner 45—65 net uaiue saspasau o Beicokoit addex-
TUBHOCTU MHQOPMUPOBAHUS O NOHOPCTBE uepes3 TeJe-
Bupenne (61 %), Torma Kak >KEHIIMHBI TOrO K€ BO3pacTa
Gostee CKIOHHBI CUMTATH 9(PPEKTUBHOM JIEKTPOHHbIE PAC-

couiku yepes nouty u CMC (67 %).

Ydosnemeopennocme donopos 3aumodeiicmeuem
¢ peeuonanvnoi CIIK

[TonaBnsiomee GOMBIIMHCTBO ONPOLIEHHBIX OLEHUJIN
oneiT noHanuu B bY3 BO «BOCIIK Ne 1» mosautusHO:
[I0J151 OTBETOB «I10JIO’KUTEJIBHO» U «CKOPEE MOIOKUTETBHO»
cocrasuna 95%. Onnako ecau B paspese nosa 1 Bospacra
3aMeTHBIX PA3JUYUi B OlleHKaX He OOHAPY’KeHO, TO B 3a-
BUCHMOCTH OT YMCJIa JOHAIMIH B OTBETaX ObLIM pacXosKie-
Hus. [lepBuuHble 1OHOPBI pejke 1aBaJM MOJOXKUTEIbHBIE
ouenku (70%) u wame saTpyaHAINCH OXapaKTEPU3OBATD
nepsyto kposogauy (23 %), Torna kak GOJBIIMHCTBO CAa-
BaBIIMX KPOBb 2 pasa U OoJiee BHICOKO OLEHUBAJU OIbIT
nonanun (6onee 90 % MO3UTUBHBIX OLIEHOK).

B pamkax xapakTepucTuku npouecca caadu KpoBU B pe-
ruonaasaoit CITK nonopsr Bbie Bcero ouennsanu pabo-
Ty meanepconana (84 % nocrasuamn 5 6annos) u Gesonac-
HOCTb U cobmropenune canutapubeix Hopm (82 %; taba. 4).
[TosutuBHbIM OKazasoch MX MHeHHe 00O opraHuzanUu
menocmorpa nepen caaded kposu (71 %), ocHamennocrn
CIIK cospemennsim obopynosanuem (71%), xomdopre
ycaoBuii Bo Bpemst oxxuaanus (70%) n nocrynnoctn un-
dopmanmuu o npouenype caauun kposu (69 %). Pabory nep-
coHaJia, cobroieHre npaBuJ 6e30NaCHOCTH M CAHUTAPUU
BbIllle OLIEHUBAJH YKEHIUHbI, JOHOPbI C ONnbIToM 2 U 6o-
Jlee KPOBOJIay, PECIIOH/IEHTHI B BodpacTe 25 sieT u crapiue.
Haubonee nosutusHbIe OLEHKU B 9aCTH OPraHU3AIUH Me-
AOCMOTPa, OCHAILEHHOCTH COBPEMEHHBIM 000pyAOBaHUEM
u xomdopTa yCJI0BHH Yalle AaBaau >KEHIIMHBI, ONbITHBIE
noHopst (¢ 6 1 Gosee KPOBOAAIAMM), PECTIOHEHTHI B BO3-
pacre 35 et u crapue. Husxe Bcero noHopst ouenunsanu
TaKye OpraHU3alMOHHbIE ACMEKTDI, KAK HAJMYMe NapKOB-
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CoumnanbHble ceTv («BKoHTakTe», « OAHOKNACCHUKUY U T.A.)
Social networks (Vkontakte, Odnoklassniki, etc.)

NHbopmmupoBaHme No mecTy paboTbl MM y4ébbl / Raising
awareness at your place of work or study

MeponpuaTha U akumm B 0bLecTBeHHbIX mecTax / Events
and actions in public places
Tenesnaenune / Television
DNIeKTPOHHbIE PaccblKK Yepes noyty uam CMC/ Email or
SMS notifications

CneumanbHoe npunoxeHue ana tenedpoHa / A special
phone app

YAunuHan peknama (nnakatbl, 6un6opabl) / Street
advertising (posters, billboards)

Paano / Radio

MeyaTHble u3gaHus (rasetbl, skypHanbl) / Printed
publications (newspapers, magazines)

O Bbicokas / High @ CpeaHssa/ Average

82,8 j 7)0
_ 57,2 14,9
_ 45,3 16,2
_ 44,0 13,7
_ 44,8 14,4
_ 44,5 22,1
_ 32,3 17,2

T T
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|00
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22,4

@ Huskaa / Low

0,0 10,0 20,0 30,0 40,0 50,0 60,0 70,0 80,0 90,0 100,0

O 3aTpyaHatock oteetutb / | find it difficult to answer

PucyHok 3. Camoouerka 3dpdekTMBHOCTH PasnnyHbix Cnocobos MHGOPMUPOBAHWA O AOHOPCTBE KPOBH, %

Figure 3. Self-assessment of the effectiveness of various methods of informing about blood donation among the surveyed donors, %

KU 1 TPAHCIOPTHAasl AOCTYITHOCTb YYPEXKAEHUs, & TAKIKe
yLLO6CTBO sanucu Ha caady kposu (20 1 9% coorsercrBen-
Ho nocrausnu | 6ann). [lpu aTom cpenu nepBuuHbIX 10-
HOpOB 3HAYEHMS] HTUX MapamMeTpPOB OKa3aJ uch HamnboJsee
kputnunbimu: 26 u 15% coorsercrBeHHO masu um camele
HUBKUE OLIEHKU.

Bocrpebosanubim HanpasieHuem nosbliiieHust MHPOP-
MMPOBAHHOCTM O AOHOPCTBE OKAa3aJIOCh HCIIOJIb30BAHUE
COLMAJIBHBIX ceTel u nHTepHeT-pecypcos (77 %; Taba. 5).
Ono nonyumno orkauk y 87% monopexxn 18-24 ner
ny 83% nepBuunbix goHopos. B kauectBe mep yiy4are-
Hus MHPOPMHUPOBAHUS JOHOPBI OTMETHJIN HaJIa>KUBaHUe
TecHoro auasora c paboroparensmu (47 %) u cospanue
npusnoxenus s teaedona (46%). Ha neobxonumocts
YJLydIIeHUs] B3aUMOAEHUCTBUsI ¢ paboroparesem warie
obpalasy BHMMaHUEe PECIOHAEHTHI C OmbiTom 2 u 6o-
nee kposogad. CTOPOHHMKOB paspaboTKH CIIENUAIBLHOTO
MOOUMJIBHOTO MPUJIOXKEHUsI OKA3aJI0Ch OOJIbIE CPear [0~
nopos 25-34 net (62 %), a Tak>ke TeX, KTO CAABaJ KPOBb
ot 2 no 5 pas (62%). IlpoBenenne peknamubIx KamnaHui
nosyansio Haunbosnpurywo nomysaspaocts y 40% npencra-
BUTeJEl crapuieil BodpacTHOM rpymnmsl u 36 % noHopos,
coBepmMBLIMX Gostee 6 KpoBoaay. 3a yuydlIeHHe B3AUMO-
AeHCTBUSI ¢ 0Opa3oBaTeNbHbIMU OPraHU3ALUSIMU BBICTY-
nauu 41 % nonopos 18-24 ner u 32 % nonopos, nmeBmux
onbiT 2-5 nonanuit. Haumenee BocrpeGosannbim Hanpas-
JeHUeM CTajlo NpoBeaeHHe WHQOPMALMOHHBIX CecCuii
Y CEMUHApPOB.

[oHopam KpoBu 3agaBaju BOIPOC O IOMKEJAHU-
ax no yayuienuto paborsr BY3 BO «BOCIIK Ne 1».
OpHuM M3 pacnpoCcTpaHEHHBIX MPEAJIOKEHUIN CTasa Op-
ranuzanus 6osee yno6HO CUCTEMBI 3AMTUCU HA OHAIUIO.
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PecnionpenTs! npeanaranu paciunputs yaobeTso u gpyHK-
LMOHAJ 3amucu Ha goHauuio vepesd caiit «[ocycmyrm»,
B T.4. IOCPEACTBOM BO3MO>KHOCTH BbIOOpa BpemeHM (mHs
HeJle1V, BpEMEHU CyTOK) U yBEJIMYEHUS! BDEMEHHOTO «IO-
pusoHTa» sanucu. Jacto 0o HEOOXOAMMOCTH COBepILIEH-
CTBOBAaHUSI CHUCTEMBI 3AIMCU 3aSsIBJISLIA JOHOPBI IJa3Mbl
kpoBu. OMH 13 ONPOIIEHHBIX OTMETHII, YTO yBeJIUYEHNEe
KOJIMYECTBA 3anuceil Ha [JOHALMIO IUIasmbl Tpelyercs
B CBSI3U C TPYAHOCTSIMM COIVIACOBAHUS TOCELLEHUS] CTAH-
nuu ¢ paboronarenem. Pecionnentsr sasiBasnm o Heobxo-
AMMOCTU COOJIIOIEHUS] BPEMEHHU 3AIMCH, YTO HE J€J1aJI0Ch
Ha NPaKTUKE U CO3[IaBaJIo IPOOIEeMBI 7151 yIalUXCsl U Pa-
Goraromwux aonopos. Takyxe B orBerax ¢urypuposaso
MO>KEJIAHHE O IPELOCTABIEHUN BO3MOXXHOCTH KPOBOAAYU
B BBIXO/HbIE JHU.

OpHuMm U3 3aIPOCOB LJOHOPOB KPOBU BBICTYIINJIO COKPa-
LIeHUe BPEMEHU OXXUIAHUs [PUEMA TEPAIEBTOB, TPAHC-
dysuosoros u npouenypsl foHanuu. B kauectse peruenuit
9TOI NMpobsieMBbl PeCNOHAEHTHI MPeAJarajy yBeJudeHue
4mcsa Bpadei, KaOMHETOB AJISI OCMOTpPaA [JOHOPOB, MECT
Ha a4y KpOBHU, IIPUEM BHE O4YepPEU JOHOPOB Pe3epBa.
JlonosHUTENbHBIM OXKEJAHUEM CTajla OPraHUB3aLUs OT-
[eJIbHOH aBTOMOOMIIBHOM NapKOBKU /ISl JOHOPOB.

B kauecrBe eme oqHOro HampasJeHHsI COBEPLIEHCTBO-
BaHusa Baaumoneiicrsus nonopos u CIIK 6bu10 03Byueno
noBbleHHe HH(OPMUPOBAHHOCTH IOHOPOB O IIPOTUBOMO-
Ka3aHUAX [0 30POBbIO /151 JOHALMH, 00 AKIUAX, TPOBO-
aumerx ClIIK, uro nepexkaukaercst ¢ orBeTamMu Ha BOIIPOC
00 ysydumeHuu cuctembl MHPOPMUPOBAHUS O JOHOPCT-
Be KpoBU. PecroHaeHTHl OTMeTH/IN, YTO HEAOCTATOYHAS
OCBEJIOMJIEHHOCTb O MEAMLMHCKUX IPOTHUBOINOKA3aHU-
AX K KpPOBOAadYe NPHUBOAUT K OTKasy B Hell «Ha MecTe»
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Tabnuua 4. Pacnpenenenve otsetoes Ha Bonpoc: «OuennTe, NOXanyicTa, OPraHM3aumio NpoLecca caaum kposn s Bonoroacko obnactroit CMK
no 5-6annbHol wkane» (o1 1 — HM3KUI ypoBeHb B0 5 — BHICOKMI ypOBEHb) MO NOMY, BO3PACTY U KOAMYECTBY Kposoaad, % (nons seOpaswmx camyio

BHICOKYIO OLeHKY «5 6annoes)

Table 4. Distribution of answers fo the question: «Please rate the organization of the blood donation process at the Vologda regional blood transfusion
station on a 5-point scale» (from 1 — low to 5 — high), by sex, age and number of donations, among the donors surveyed, % (the proportion of those

who chose highest score of 5 points)
Mon/Sex

Oteet/Answer
M | X/F

Pabota nepcoHana
(sexnueocTb, kKomneteHTHOCTL) | 83,1
Staff work (courtesy, competence)

84,5 739 86,3

Bospact/Age

18-24 | 25-34 | 35-44 | 45-65

85,7 819

Konuyectso kposopay
Number of blood donations

1pas | 2-5pas

time times

6-20 pas

times

>20 pas

times

72,5 82,0 89,5 83,1 83,8

BeszonacHocTb U cobniopeHue
CAHUTAPHbBIX HOPM

Safety and compliance with
sanitary standards

/78,5 1855| 783 81,4

82,4

84,7 72,5 829 85,7 80,5 82,1

OpraHusauus megocmoTpa
nepep caayen Kposu
Organization of medical examina-
tion before blood donation

68,7 | 729 | 630 64,7

74,7

750 575 69,4 75,2 72,0 709

OCHALWEHHOCTb COBPEMEHHBIM
obopyaoesaHuem
Availability of modern equipment

68,2 | 729 | 630 66,7

72,5

76,4 62,5 66,7 74,4 729 70,6

KomdopTt ycnosuit Bo Bpems
OXMUAAHUS
Comfort of waiting conditions

656 | 74,4 | 609 67,6

709 /7.8 67,5

694 70,7 71,2 70,1

HdocrynHocTtb MHOpMaL MU

o npoueaype cAAYN KPOBU
Availability of information about the
blood donation process

68,7 | 696 | 54,3 67,6

73,1 70,8

50,0 72,1 677 74,6 69,2

BO3MOXHOCTb OCTABUTL OT3bIB
WA npepnoxexHune
Opportunity to leave a review or
provide feedback

574 1565 457 62,7

56,0 58,3

45,0 59,5 55,6 60,2 570

Ynob6cTBO 30nMcK Ha caauy
KpOBMU

Convenience of scheduling a
blood donation appointment

477 | 531 | 54,3 490

495 52,8 475

53,2 53,4 45,8 50,5

Bpems oxupaHus go Havyana
npoueaypsbl

Waiting time before the procedure
starts

34,41 329 | 348 32,4

32,4 375

40,0 36,0 30,1 33,1 33,6

Hanuume napkoeku
M TPAHCMOPTHASA aocTynHocT | 195 | 222 | 28,3 16,7
Parking and transport accessibility

209 22,2

22,5 270 17,3 18,6 209

U, KaK CJIeJCTBUE, K BPEMEHHbIM MOTEPSM IJIsl [IOHOPOB.
Bocrpebosannubim okazasnocs mndopmuposanue ob oc-
BOOOAMBLIMXCSI MecTax AJs 3anucy Ha goHauuwo. Cpenn
Goslee YACTHBIX MOKEJAHUH AOHOPOB OBLIM 0OO3HAUYEHBI
3anpochl Ha NpuobpeTeHre ckapudUKaTopos s 6e3bo-
JIe3HEHHOro 3abopa KpOBM M3 NaJjbla, obecredeHne BO3-
MO>KHOCTHM M€PEBO/ia AEHET 3a JOHALMIO HA KAPTY, CHATHE
OrpaHMYeHMUii IO MPOMUCKE /JIsl JOHOPOB U TIP.

CrnekTp npobJsiem, ¢ KOTOPbIMU CTOJKHYJUCH JAOHOPBI,
1 MO>KeJIaHUH 10 UX PelIeHUI0 PACLIMPSIJICS 110 Mepe yBe-
JMYEHUs] JOHOPCKOro omnbita. Ecau nepsuuHble 10HOPBI

PEKOMEH/IOBAIN pellaTh MpobsemMy 3alucH Ha IPHUEM,
TO CPeAM ONBITHBIX AOHOPOB IM€PeYeHb MOKeJaHU ObL1
pasnoobpasnee. Cpenu npesacrasureseil NepBUYHBIX 0~
HOPOB BCTpeuasicst danpoc Ha Boledp cneruanucros CITK
Ha IPeATNPUSITHUS C 11eJIbI0 3200pa KPOBH U €€ KOMIIOHEHTOB,
a TaK)Ke Ha pasMelleHue YJIWYHOU PeKJaMbl JOHOPCTBA.
PecnionpenTsr ¢ onbrrom 2—5 kpoBopau yale BbIABUTAIN
Npe/UIOXKEHUs] IO COBEPLIEHCTBOBAHUIO PabOThI «IOHOP-
ckoro csetodopa», HAPUMEpP AyOJUPOBATh €ro Ha dKpa-
Hax u crengax B nomewenun CIIK, a raxoxe B ciayuae
OTKasa B KPOBOAAUYE MEPEHANPABJSATH JOHOPOB Ha CAAdy
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Tabnuua 5. Pacnpeaenerue oteetos Ha sonpoc: <HTo, No Bawemy MHEHMIO, MOXHO YyUWHTL B CUCTEME MHPOPMUPOBAHUS O JOHOPCTBE KPOBUES»

nos T KONMM4eCTBY K BOOAY (B /0 OT ON LUIEHHbIX OOH B
O BO3PACTY 1 KONMYECTBY oBoaa % OT onpole OHOPO

Table 5. Distribution of answers fo the question: <What, in your opinion, can be improved in the blood donation information system», by age and

number of donations (% of donors surveyed)

Oreet/Answer

18-24 |25-34 | 35-44 45-65

AKTUBHOE NCMONb30OBAHMUE COLUANBHBIX CETEN
M MHTepHeT-pecypcoB
Active use of social networks and Internet resources

87,0

Bospact/Age

69,6

Konuuectso kposoaau
Number of blood donations

1 2-5 6-20 >20
pas pas pas pas
time times times times

76,9 792 82,5 757 78,2 73,7 76,6

HanaxueaHue TecHoro guanora ¢ paborogarensmu
Establishing a close dialogue with employers

45,7

45,1

49,5 41,7 37,5 495 45,1 48,3 46,5

CospaHue npunoxeHus ans renepoHa

C ONOBELL,EHNIMU O norpeGHocm B TOW UJIN UHOM
rpynne Kposu

Creating a phone app with alerts about the need for a specific
blood type

45,7

52,0

43,4 43,1 42,5 52,3 489 37,3 45,8

MposeaeHne MaccoBbIX PEKNAMHBIX KAMAQHWIA
Conducting mass advertising campaigns

294 319

40,3 27,5 36,1 356 32,6

YnyuweHue B3anmopeiictens ¢ obpaszosarenbHbIMU
OpraHM3auUusmm
Improving cooperation with educational institutions

23,5 | 253 250

22,5 25,6 24,6 26,6

Opranusauus nHGOPMALMOHHBIX CECCUA
M CEMUHAPOB 6,5
Organization of information sessions and workshops

2,0 1,6 69 7,5 2,7 30 2,5 3,2

Apyrux KomioHeHToB kpoBu. Cpean ombITHBIX AOHOPOB
coxpaHsIach NOTPEOHOCTD B yJlyulleHMH MHPOPMUPOBa-
HUSI IO BOITPOCAM 3aIlMCU U MONaJaHusI Ha KPOBOJAAdy.

OGcy»xnenne

Pesynbrarsl npoBeneHHOro uccieOBaHUS IOKA3asu,
4TO JIOHOPbI KPOBM OKa3aJUCh PA3HOPOAHBIM cooblecT-
Bom. Cpeam HMX BCTpevasuCh NPEACTABUTENN PA3HBIX
MOJIOBO3PACTHBIX TPYII, C PasdHbIM NPodeccroHaJbHbBIM
cratycom u onbiTom poHanuu. Kak cnencrsue, 6p1au nud-
(epeHIIMpPOBaHBl MOTHBBI y4aCTHUSI B JOHOPCTBE M FOTOB-
HOCTB €ro MPOJOJI>KEHUs], CTeNeHb NH(MOPMUPOBAHHOCTH
O /IOHOPCKOM JIBUYKEHUH, & TAK>Ke MHEHUS O crocobax rno-
JLyYeHUSs CBEIEHUHA O JOHOPCKUX KaMITaHUSIX.

OCHOBHOM NPEAMKTOP AOHOPCTBA HOCHMJ IPOCOLUAb-
HBIA XapaKTep U BBIPAXKAJICS B YKEJAHUU TIOMOYb JIIO/SM.
OTO COrnacyercst ¢ pes3ysbTaTaMy APYTHUX MCCJIEAOBAHUN
[19, 22, 23]. Opnako cyuiecTByeT MHEHHE, 4TO BbIOOP
[AAHHOrO BAPUAHTA OTBETA BO MHOIOM OOYCJIOBJIEH «HOP-
MATUBHBIM BOCIIPUSITUEM AOHOPCTBA KaK 06€3BO3Me3/HOTO
akta nomowmn» [20], a He peanbHOCTBIO MOTHBOB. B psane
pabor nomuHupyomum (HakTOPOM BBHICTyNHUJIa HEoOXO-
AMMOCTb B CAade KPOBM [JIsl 4IEHA CEMbU MJIU OJIMUBKOro
9eJIOBEKA, TO €CTh B 9TOM CJLy4ae aKT JOHALWU SIBJISLIICS
BoiHy kaeHHbIM [17, 22]. Tem He meHee sHaummbl U ma-
TepuajibHble MOTHMBBL: Ba>XHOCTb KOMIIEHCALUHA B TOU
unu unoit dopme ormeuaercs cpenu nonopos [17, 19].
O Tom 4TO NMpU AeKJIapalMyu MOTMBOB NPOCOLMAJBHON
HAIPaBJIEHHOCTH Ha IMPAKTUKE 3HAYMMOCTb MATEPUAJIb-
HBIX CTUMYJIOB BCE€ K€ OCTA€TCsl BBICOKOM, CBUETEJIBCT-
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ByeT COKpAalleHHe ILyJia JOHOPOB IOCJE OTMEHBI JEHEX-
Hbix komreHcauuii [21] npu npunarun B 2012 r. sakona
«O poHOpCTBE KPOBU M €€ KOMNOHEHTOB» [24] n HeraTus-
HOT'O OTHOLIEHUsl HAaCeJeHUs K JAaHHOM uHunuaruse [25].
[Tonobuas curyanus nabmopanacs B [epmanum, xorga
oana us CIIK npexparuna Beiniaunsars BodHarpask aeHue
[OHOpaM, B peayJ/ibTaTe KOJIMYECTBO AOHALMI B HEH 3Ha-
YHTEJBHO CHUBUJIIOCH, & JIOHOPBI «<MUT'PUPOBAJIN» B APy THE
YUPexAeHus], TAe KOMIIeHCAL s coxpaHuaacs [26].

MortuBauus yyactus B fOHOpcKoMm asuskenun nudde-
PeHLMPOBaHA B 3aBUCMMOCTH OT I0JI4, BO3PACTa U 4aCTO-
Tol kpoBoaad. Mononsie >kenmunst (18-24 ner), a Taxske
T€, KTO TOJBKO OfIHOKPATHO CaBaJl KpOBb, B bosblIei cTe-
neHU ObUIM OPUEHTUPOBAHbBI HA YUACTHE «33 KOMMAHUIO»
[0 PEeKOMEHJALMU APY3ed MM KOJUIET U IO IPUMEPY
6au3kux. Y NepBUYHBIX [OHOPOB TaK)<e sipye MPOsIBJIsi-
JIMCh NPOCOLMAJIBHBIE MOTHUBBI, YTO KOPPEJUPYET C BbI-
Bojamu UHBIX ucciaegoBanuil [27]. B to >xe Bpems ectb
paboThl, B KOTOPBIX NOKa3aHa obpaTHas CUTyalusl BO3pa-
CTaHUsl 3HAYMMOCTHU JAHHOTO (PaKTOpa C POCTOM KOJMYe-
crBa Kposogau [28]. ¥V my>kuMH, Kak U y ONBITHBIX JOHO-
POB, NPEBAJIMPOBAIN MHAVNBULYAJTUCTUYECKHE CTUMYJIbL:
y BO3pacTHOH rpynnsl 256—34 neT — mnosyueHue AOMOJ-
HUTEJIBHOIO JI0XOAQ, Yy MY>KUYMH OoJsiee cTapuiero Bospa-
cra (356—44 net) — abror u xkomnencauui. Jlus sxenimun
u my»xunn 45—64 net Gvlna xapakrTepHa 6oJsiee BhIpasKeH-
Hast AJIbTPYUCTUYECKAST MOTUBALIMSI.

Kunrouesbimu pakTopamu nponosskeHus y4actus B Kpo-
BOJAYaX [JISI BOJIOTOACKUX [OHOPOB BBICTYIIMJIM OTCYT-
CTBUe ovepe/ieil B leHb AOHALMY, HaJuuue nHpopmanuu
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0 HeobOXOAMMOH TpyIIe KpPOBH, MOOLIPEHHE JAOHOPCTBA
paboTonaresem uaM 0OpasoBaTENbHON OpraHU3alUeil.
Mounonexn B Bospacre 10 24 et Bbipaszuia 60abIy IO TO-
TOBHOCTb MPOJOJIKATh AOHOPCKYIO MPAKTUKY IIPHU YCJIO-
BUM JIONOJTHUTEJIBHOIO CTMMYJMPOBAHUS: [UISl AEBYILIEK
9TO B OCHOBHOM HeMaTepHaJbHble MOTHUBBI (IOOLIpEHUE
[IOHOPCTBA MO MeCTy paboTbl/yuebbl, MOBbILIEHUE OCBe-
AOMJIEHHOCTH O HEODOXOAMMBIX IPyNNax KPOBH, MPEUMYy-
1IeCTBaX M MPOTHBOMOKA3aHUAX JOHOPCTBA U T.J., peLIe-
Hue Npobsembl ovepeneil, BO3ZMOKHOCTb IMPOXOKIEHUS
YT1yOJIeHHOrO MeJOCMOTPA B IeHb CAAYU KPOBH), AJISI MO-
JIO/IBIX MY KYUH OoJiee 3HAYMMBbI UHMBU/yaJUCTUYECKHUe
M HOPMOLEHTPUYECKHUE MOTHUBBI: yBEJMYEHHE pasmepa
BO3HAIPAXKAEHUS 3a AOHALIMIO U IIPUMEP M3BECTHBIX 0-
Hopos. Basknoctb nocneanero gaxropa takske Oblia Mof-
TBep>KAeHa B psje paboT: NOMyJaspusanus AOHOPCTBA
KPOBU U3BECTHBIMMU JIIOJbMH MOKET IIO3UTUBHO CKa3aThCs
Ha MOBbIIIEHNU UHPOPMHUPOBAHHOCTU U MOTUBUPOBAHHO-
CTH JIIOZIeH, CHUYKEHUM OMACEHUH y4acTHsl B JOHOPCKOM
nerokenunn [22, 29]. [lna npoposnskeHus LOHOPCKOM aes-
TeJBbHOCTU MEPBUYHBIM [OHOPaM BaskHa WHQoOpMalus
O IpeuMMyLIecCTBaAX M MPOTHUBONOKA3AaHUSX JAOHOPCTBA
KPOBHU, O CAMOM IPOLECCE JOHAIMHU, TOTJA KAK /ISl OIbIT-
HBIX [OHOPOB 0OOJiee 3HAYMMBIMU SIBJSIIOTCS CBEEHUsI
O MOTPeOGHOCTH B KOHKPETHBIX FPyNNax KPOBU, a TaKKe
BO3MO>KHOCTb IPOXO’K/AEHUS YIVLyOJIEHHOrO MeL0CMOTpa
B fieHb foHauuu. Takum obpasom, nonumanue pakTopos,
CTUMYJIMPYIOINX [JOHOPOB CAABaTh KPOBb, 4 TAK)XKE HX
Y4YeT B MPaKTHKe OPraHU3aLUM CUCTEMBI ee cbopa, sSBJIs-
I0TCSl 3HAYMMBIM KOMIIOHEHTOM COBEPILIEHCTBOBAHMUS TIPO-
Lecca NPUBJIEYEHUS] HOBBIX JOHOPOB U YAEPIKAHUS YiKe
U MEIOIIUXCS.

OcBeoMIEHHOCTD O Ipynmax KPOBH, B KOTOPBIX €CTb
ocTpast HeOOXOAMMOCTb, BBICTYTUJIA OAHUM U3 OCHOBHBIX
MOTHMBOB IPOJOJIKEHUsI AOHOPCKON aesiTenpHOCTU. pun
YeTBEPTH ONPOLIEHHBIX 3HAJU, IJle Pa3MeleHa TaKasl UH-
dbopmanusi, a Haubosiee MOATrOTOBJIEHHBIMU OKAa3aJIUCh
moau B Bodpacte 35—44 neT u onbITHBIE JOHOPBI, B MEHb-
e crenenn — moustonexkb 18—-24 ner n onHokparHo cna-
BaBuIve KpoBb pecronaeHTsl. [louru 60 % nonopos kposu
B TOH WJIM MHON CTeneHH ObLIM MH(POPMUPOBAHBI O «/10-
HOpPCKOM cBeTodope», UYTO COOTBETCTBYET AAHHBIM HC-
caepoBanus, nposeaenHoro B bearopoackoit u Kypckoi
obnactax [17]. Tem He menee nosnb3zoBasoch UM ropasno
MeHblllee YUCJIO A0HOPOB, IPU ITOM [JIsl BOJIOT)KAH Oblia
xapakrtepHa OCnpmasi aktusHoctb (33% mnporus 15%
y Genroponues u kypsin). Haunbonee ocsepomnennsimu
B [aHHOM OTHOLIEHWUU OBLIU YKEHIIUHbI, MPEJCTABUTE-
Ju Bo3pacTHOM rpynnbl 35—44 netr u onbITHBIE 1OHOPBHI,
B TO BPeMSI KaK PEryJISIPHBIMU €€ MOJb30BATENSIMU Yalle
ABJISITIMCH MOJIOABIE JIoAu B Bodpacrte 18—24 ner, a Takike
PECIIOH/IEHTDI, cAaBaBIIre KpoBb bosee 20 pas.

OddexTuBHOCTL CcHCTEMBI MHPOPMUPOBAHUS JOHOPOB
Y OPraHU3al MM 3aIlUCU Ha IOHALUIO SIBJISIETCS] 3HAYUMbBIM
dbakTOpOM MPOOIKEHN ST MPAKTUKYU KPOBOAAYU KAK Cpe-
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[V TepBUYHBIX, TAK U Cpeau Oosiee ONBITHBIX AOHOPOB.
OcHOBHBIMU MCTOYHMKAMU UHMOPMAIIMU O TOHOPCTBE
KPOBM BBICTYTIAJIM COLLMAJIbHBIE CETH, OPUIMAIbHBIE CAli-
TBI MEAMLMHCKUX yYPEXKAEHUHA M CBEAEHMSI OT Apy3ed
u sHaxkombix. [lpyu orom mepBbIii KaHas okasascs Hau-
Gosiee MOMyJsIsIpeH CPeAM KEHIIUH U ONBITHBIX JOHOPOB,
BTOpoii — cpeau 25-34-neTHUX M cAaBaBIIMX KPOBb
2-5 pas, a Tpetuii — cpenu moaopexu 18-24 net u nro-
Jiell, UMEBIIMX OJHOKPATHBINA ONbIT foHaumu. Jlupepcrso
corcereil B JAHHOM BONPOCE ObLJIO OTMEYEHO U B UCCJIE0-
Banuu BLIVIOM, kortopoe takke mokasaso, 4To npu Bcem
PasHOOOpasuu MCTOYHUKOB MH(OPMALUU BO3MOYKHOCTH
nosyuuts ee oneparusHo orcytcreyer [20]. Pesxe Bcero,
Kak u B aApyrux paborax [6, 17], monops obpamanucs
K Pafivio M MeYaTHBIM U3IaHUSIM.

[Ipurom uTo nosyueHne pa3JINYHBIX JBrOT U KOMIIEHCA-
Ui BXOAMJIO B TPORKY IIaBHBIX CTUMYJIOB AJIS1 CAAYU KPO-
BU, 0 nnpedepeHI X, TOJT0XKEHHBIX JJOHOPaM, ObLIU OCBe-
nomitensl 68 % pecnongentos (nporus 86 %, nanpumep,
B Benropoackoii u Kypckoit obaacrax [17]), a nonszosa-
aucek umu Toasko 40% nonopos. Haubonee undopmupo-
BaHHBIMU O MOAAEPIKKE JAOHOPOB OKAB3AJUCh MY KIWHBL
monu B Bodpacte 456—05 seT, a Tak)Ke ONBITHBIE JOHOPBI,
YTO KOPPEJIHPOBAJIO C BBIPA’KEHHOCTBIO MaTEPUAIbHBIX
MOTHBOB B 0603HAUYEHHBIX COLMATbHO-eMorpaduieckux
rpynnax. Haumenbmyo ocBemomiaeHHOCT B 9TOM BO-
npoce AeMOHCTPUPOBAJIU JOHOPHI B Bodpacte 25—34 ner
Y MMEBIIME OJHOKPATHBIM ONBIT foHauuu Kposu. [lasxe
cpeau OnbITHBIX ROHOPOB a0 25% He uHpOpMUpOBaHBI
O TMOJIO)KEHHBIX KOMIIEHCALUSX, YTO CBH/ETEJIbCTBYET
0 HeOOXOAMMOCTHM MPOOJKEHUsI PaboThl MO MOBbILLIE-
HUI0 UHPOPMUPOBAHHOCTH BCEX KATEFOPUH JOHOPOB. JTO
CIIOCOOCTBYET MPOAOJSKEHUIO JOHOPCKOM MPAKTUKHU, IO-
CKOJIBKY [I€HEYKHasi KOMIIEHCALNSI MOYKET UCIIOJIb30BATHCS
B Ka4eCTBEe KPATKOCPOYHOM CTPATErMy MOBTOPHOTO IIPH-
BsieyeHust gonopos [30].

OddexTusnbiMmu kanasamu uHGOPMUPOBAHUS O [O-
HOPCTBe KPOBM BBICTYNMJIU COLMaJbHble ceTu U uHgop-
MupoBaHue 1o mecty y4ebsr/paborsr. [Ipu onpoce, npose-
nennom B OpeHOyprekoii 061acTv, HANPOTUB, YallE BCETO
OTMEYaJIMCh CHELUAJIBHO POBOMMBIE AKIIUH, TEJEBUE-
Hue u peksama B obiectseHHbix mecrax [14]. Ha npakru-
Ke ofiHU criocobbl moryT 6bITh o9 dexTuBHEE, UEM APYyTHE,
Hanpumep TeseOHHbIE 3BOHKM OTIMYAIUCH JIYUYLIMMU
MOKAa3aTesIMU MO0 CPaBHEHUIO C OTIPABKON TEKCTOBBIX
coobwenuit [31]. Heobxopumo yuwnrteiBaTh coumasbHO-
nemorpaduueckre xapakrepuctuku noHopos. Mouoabie
skeHIMHbl 18-24 ner Bbime Bcero ouenusanu sdgdex-
TUBHOCTh MH(POPMUPOBAHUS TO MecTy paboTbl/yuebsr,
Jepes crieruaJbHble TPUIOXKeHUs s TesnedoHa, a TaKxe
MEPONPUSITHS B OOIIECTBEHHBIX MECTAX, My XIMHBI CTap-
LIEero BO3pacTa — IMOCPEACTBOM TEJIEBUAEHUS, a YKEHIIH-
Hbl 456—64 seT — BJEeKTPOHHBIX PACCBUIOK Yepe3 MOYTY
n CMC. Takum 06paszom, npu NpoBeaeHUN MEPONPUATUIH
[0 TOBBILIEHUIO OCBEIOMJIEHHOCTH O [OHOPCTBE KPOBU
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HEOOXOAMMO YYMTBIBATH COLMAaJbHO-Iemorpaduueckue
0COOEHHOCTH JOHOPOB M YaCTOTY MX KPOBOZAAY.

Ouenka omnbiTa KPOBOAAYM MOMKET CILY)KUTb OJHUM
u3 mapkepoB 9(pdeKTUBHOCTH B3aMMOAEHCTBHUSI JOHOPA
¢ npodUABHBIMM MEIULMHCKUMH YUPEKACHUIMU —
CIIK. Kpome Toro, mocrynHoctb u ynobcTBo paboTsi
MYyHKTOB B3STUs KPOBU SIBJISIIOTCS CyOBEKTMBHO 3HA4YU-
mbiMu paKTOpaMmu MPUHSATUS pelieHus o aoHopcrse [9].
Ncenepnosanne nmokasasio, 4To cpeau [OHOPOB npeobJa-
AAJV TO3WUTHBHBIE OLEHKM JIMYHOTO ONBITa KPOBOAAY,
4TO CBU/ETETBbCTBYET OO y/AOBJIETBOPEHHOCTH A€sTesb-
nocreio BY3 BO «BOCIIK Ne 1». Ilonyuenusie ouenkn
COIIACYIOTCSL C PE3y/IbTaTaAMU APYTUX COLMOJIOIMIECKUX
uccaenoBannii. Onpoc y4acTHMKOB ZOHOPCKOTrO coobLie-
cTBa, nposenennblii Hanuonansueim ¢onmom passutus
anpasooxpanenus (HDP3) comecrno ¢ BLIMIOM, noxa-
3aJ1, 4TO MOAABJISIOLLEE GONBIIMHCTBO JOHOPOB TO3UTHUBHO
XapaKTepu3oBaJM paboTy opraHMsalnuii, B KOTOPBIX C/a-
BaJIu KPOBb, TOTAA KAaK JOJSl HEFAaTMBHBIX OTBETOB Oblia
nuskoit (5%) [32]. Ilpu amanuse ynosieTBOpeHHOCTH
[AOHOPOB Ba>XHO y4HMTHIBaTh uX onbIT. [lo pesynbpratam
HACTOSILIETO OIPOCA CPEAY MEPBUYHBIX AOHOPOB IO CPAaB-
HEHMIO C APYTMMM OblIa HUMYKE I0JsI IMOJOXKMTEJbHBIX
OLIEHOK OINBITA KPOBOJAYM, YTO CBU/ETEIBCTBYET O Cylile-
CTBOBaHUM NMpPOBJEM, aKTya bHBIX ISl T€X, KTO BIEepBble
NpULIET HA JOHALMIO.

HaubGonee BbICOKO BOJIOTOCKMMU [JOHOPAMU OlLl€HUBA-
nace pabora nepconana CIIK, 6esonacnocts u cobmone-
HUe CAaHUTapHBIX HOpM. Haumenbmne ouenkn nosmyunan
TaKue rnapameTpbl, KaK HaJW4IMe NapPKOBKU U TPAHCIIOPT-
Hasi IOCTYTHOCTb YUpesKAeHUsl, yA0OCTBO 3anucu Ha caa-
a4y kposu. [lonobHbIe peayIbTaThl NEPEKIMKAIOTCS C AAH-
upimu onpoca HDOP3 u BIIMOM, cornacHo koTopbim
[OHOPBI Jyulle xapaktepusytor acrnektsl paborsr CIIK,
CBSI3AHHBIE C KOMIETEHTHOCTBIO, BEKJIMBOCTHIO U 10OPO-
>KesaTeabHOCTbIo coTpyanukos [32]. Paboroit mepcona-
na, cobsrofeHuemM NpaBus 0e30NacHOCTH U CAHUTAPUU
B GoJsbLIEl CTeneHN ObUIM yIOBJIETBOPEHBI YKEHIMHBI, 10-
HOPBI C ONBITOM 2 U GoJlee KPOBO/aY, PECHOH/EHTHI B BO3-
pacre 25 ner u crapue. OpraHusanuio MegoCMOTPa, OCHA-
IEHHOCTh COBPEMEHHBIM o0bopynoBaHuemM U komdopT
YCJIOBUH BbIlE OLLEHUBAJIM >KEHIIUHDI, ONBITHBIE LOHOPBI
(c 6 u Gonee KpoBomaYamMM), PECHOHAEHTHl B BO3PACTE
35 ner u crapue. [lepBuunble noHOpPBI KpUTHYHEE OT3BIBA-
JIMCh O HAJIMYIMHY NAaPKOBKH U TPAHCIOPTHOM AOCTYMHOCTH
YUPeKAeHUs], yA00CTBE 3AIINCH Ha C/1a1y KPOBH.

CambiMM BOCTPEOOBAHHBIMYU HANIPABJIEHUSIMU YLy YLle-
HUS cUCTeMbl MH(DOPMHUPOBAHUS JOHOPOB OKAa3aJHUCh UC-
MOJb30BAHUE COLMAJIBHBIX CETEH M MHTEPHET-PECYPCOB,
HaJla)KUBaHMe aMajora C¢ paboTomarenssMu M CO3AaHUE
CHenMaabHOrO MPUJIOXKeHUs AJsi TeaedoHa € omoselle-
HUSAMU O MOTPeOHOCTU B TOH MJIM WHOW TpyIIe KPOBH.
Benenue pabotsl yepes conuaabHble CeTH TPU3HAHO IKC-
Hepramyu HeOOXOAMMBIM yCJOBHEM ajapecHoro uHQop-
MMPOBaHUS MOTEHLUMAJbHBIX U AEHCTBYIOIIMX JAOHOPOB

o 6amxaiimux CITK u ux rpaduxe paborsl, npemocras-
nenus axkrtyanbHoil undgopmanuu [20]. lannoe nanpas-
JeHne HanboJlee MOIMYJISIPHO CPEAM MOJIOJAEYKHU U TeX, KTO
OHOKPATHO CAaBaJ KpoBb. PaspaboTka cnenmasbHOro
MOOMJIBHOTO TMPUJIOKEHUs TOJLydYnJa HauboJablnil OT-
KJIMK Cpeau JOHOPOB B Bodpacte 25—34 ser, a Takxe Tex,
KTO caasaJ Kposb oT 2 1o 5 pas. [Iposenenne maccosbix
PeKJaMHBIX KaMIIaHUM aKTyaJbHO [Jis IpeacTaBuTesei
cTapuei BO3pacTHOM I'PyINbl U JOHOPOB, COBEPIIUBIIUX
Gostee 6 KpoBOJAY, TOrAA KaK yJlydlIeHUE B3aMMOAEHCT-
BUs C 00pasoBaTeJbHBIMU OPraHU3ALUSIMU — [JIsI MO-
sgonexku 18-24 mer m Tex, KTO MmeeT HEOOJBIION OMBIT
B 2—5 monanuii.

AHanua MHeHUI JOHOPOB MOKA3aJl, YTO ISl YLy YLIEHUS
paborer BY3 BO «BOCIIK Ne 1» tpebyrorcs cnenyromme
peleHus: opranusanust 6osee rubKoi n ynoOHOH cucTe-
MBI 3alMCH Ha KpoBojady (Hampumep, B yaobHOe Bpems,
B BBIXO/IHBIE [HM); COKPAlleHNEe BPEMEHU OXKUAAHUS TIPU-
emMa CIenuaariCTOB U NpoLenypsl goHauuu (yBeandyeHue
4yucsa Bpaueil U KaOMHETOB, MeCT [Jsl JOHAIIMN); OPTaHU-
3a1Ms MAPKOBKU /ISl JOHOPOB; MOBbIlIeHHe UH(OPMUPO-
BaHHOCTU AOHOPOB (O NPOTMBONOKA3AHUSX 1O 3[J0POBBIO
ans poHaunuu, o6 akxumsx, nposoaumbix CIIK, u np.);
csetodo-
pa» (ero pasmewmenue B s3anax u kabunerax CIIK, nepe-
Hanpas/eHHe AOHOPOB Ha CAAady APYTMX KOMIIOHEHTOB

COBEpPIICHCTBOBAHUE Pa6OTbI «AOHOPCKOTO

kpoBm). llepcnexkTuBHBIMM HanmpaBieHMSIMM pas3BUTHUS
CJLy>KObI KPOBU TaK>Ke SIBJISIIOTCS Bble3Jl MOOUJIBHBIX Opu-
raj Ha NPEeANPUSITUAS U Pa3MELIEHUE YINIHON PeKIaMbl
noHopcTBa. B apyrux mccienoBaHMSX MOAYEPKUBAETCS
HEOOXOAMMOCTh COBEPILIEHCTBOBAHUSI CHUCTEMBI CEpBHCA
B MEJMLMHCKUX OPraHU3aLusaX CJILy>Obl KPOBH, a MMEH-
HO — NPEeAOCTaBJIEHNE BO3MOXXHOCTHM 3AlMCH OHJIANH
Ha KOHKPETHBbIE 4achbl (OTC/IE)KMBAHUE 3arpy>KEHHOCTH
nonopckoro otaesnenus)) [19]. Pesynsrarer coumosnoru-
YECKUX OINPOCOB YYAaCTHUKOB [AOHOPCKOIO [BHMIKEHMUSI
u akcriepros, nposeaeHubix BIINIOM, raxske nemoncrpu-
PYIOT 3anpoc JOHOPOB Ha u3MeHeHue rpaduka paboTb
CIIK (sanuch Ha ynobHoe Bpems, BOZMO>KHOCTb KPOBO-
naun B Beixopusle nuun) [20, 33]. Cxoxue pexomenpanun
10 Pa3BUTHIO IOHOPCTBA KPOBU U €€ KOMIIOHEHTOB, 10 00-
HOBJIEHUI0 OUIIMATBHBIX CAITOB, TOBBILIEHUIO OCBEJOM-
JIEHHOCTH HACEJEHUS! O HAJUYIUU CHCTEMBI «JOHOPCKOIO
csetodopa» nawrcs B paboTe Ha OCHOBAHMM pesyJibTa-
TOB ompoca aoHopoB kpoBu besroponckoit u Kypckoit
obnacreit [17]. O HeobxoauMOCTH COBepIIEHCTBOBAHMS
nH)OPMAIIMOHHON KaMITaHUU O JJOHOPCTBE KPOoBH (Mozep-
HU3AlUsl MapKeTHMHIOBBIX MeponpusaTuii, npoduabHas
MOJArOTOBKA KaJPOBBIX OPraHU3aTOPOB U MPONATraHCTOB
JIOHOPCKOT'O [ BM)KEHMS, BBIXOZ 3a pamku Bcemwmpnoro
[IHSI IOHOPA KPOBH, paclIMpeHUe CHeKTpa 0bIecTBEHHbIX
IOHOPCTBA,
cpencts CMI) saasasior kak oreuectBenusie [17, 34],

IPpOCTPAHCTB [AJidd PEKJIaMbl AKTHUBU3aIllUd

Tak u sapybesxHble uccaeposarenu [35]. AxrtyanabHOCTb
pacIIMpeHns] CHUCTEMBI BBIE3HBIX ILYHKTOB CIa4M KPOBU
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AJis pasBuTUs AoHOpcTBa (B T.4. A/ BO3BpAlleHus ObIB-
IIUX JIOHOPOB M MPUBJEYEHUS] HOBBIX) MOATBEPIKAAETCS
B paborax [17, 36].

Takum ob6paszom, maHHble ONpOCA CILY>KAT Ba>KHBIM
MCTOYHUKOM HHQOpMaLMU O PasBUTHHU J10OPOBOJBHO-
ro 6e3BO3Me3/IHOrO /IOHOPCTBA KPOBU 3a CUET BbIsIBJIE-
HUS €ro MOTHBAIIMOHHBLIX U TMOBEJAEHYECKUX aCMeKTOB.
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OcHoBHblE BBIBOABI UCCJEAOBAHUS MO3BOJSIOT CPOPMU-
poBarb mpeacraBJeHHE O TOM, KaKue yCI/IJII/IH He06XO-
ANMO NPEeANPHUHATDL AJIs1 yﬂqueHI/IH CI/ITyaLlI/II/I B 9TOU
obnacTy, 4To OyaeT CrOCOOCTBOBATH MOBBILIEHUIO OCBE-
[OMJIEHHOCTH HACEeJIeHUS O JOHOPCTBE, yKPEMJIEHUIO [0-
Bepusd K y4aCTHUIO B HEM U paClIpOCTpaHEHHIO IMIPOCOLM-~
aJbHBIX MPAKTUK B LEJIOM.
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XUPYPTMYECKOE JEYEHUE PEKTOBATMHAJIBHBIX
N OKCTPACOMHKTEPHBIX CBUIIEN ITPAMOU KNUIITKHN
Y TEMATOJIOTMYECKHNX bOJIbHBIX

LLreipkosa C.B."*, Xopxaes [, Myapos A.A.%3, Tutos A.1O.2, Hukmwun T.B.2, Cabupos K.P., Dapawes U.M.3, Omaposa M.M.2,
Oanmwsn KA.
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125167, 1. Mocksa, Poceuiickas Penepaups

QIBY «HaunowansHsii meanumHckwit ncenenosatensekmit ueHtp um. AH. Poxixs Munnctepcrsa snpasooxpanenns Poceuitckoit @enepaumy,
123423, r. Mocksa, Pocemrickas Penepauys

3OrbOY [MNO <Pocemitickas mMeamumHckas akanemm1s HenpepHiBHOro NPOdeccHoHansHoro 06pasosams» MuMcTepcTBa 30paBOOXpaAHEHNS
Poceuitckont egepaunn, 125993, r. Mockaa, Poceniickas Penepauns

B PE3IOME

Beepenue. Cenwm npamoint kuwku (CMK) moryT 6biTb KOK COMOCTOSTENBHBIM MCTOYHUKOM MHDEKLMM, TAK M MPUYMHOM NO-
BTOPHOro GpOPMMPOBAHMS NAPAPEKTANbHBIX abcueccos. Mcnonb3oBaHme CHUHKTEPOCOXPAHSIOLLMX MAACTUYECKMX METO-
poe nuksuaaumm ClNK'y GonbHbix ¢ onyxonesbiMu 30601€BAHUSIMKU CUCTEMbI KPOBKM OTHOCUTCS K MATIOM3YYEHHBIM BOMPOCAM.
Llenb: nokasatb BOZMOXHOCTb MPUMEHEHMS MAACTUYECKUX METOAOB JIMKBUMAALMM PEKTOBATUHAMBHBIX M MPSAMOKMULLEYHBIX
CBMLLEMN Y reMATONOIMYECKMX BOMbHBIX.

Marepuansi u metogbl. B 2022-2024 rr. no nosoay CNOXHbIX MPSMOKMLLEYHBIX U PEKTOBATMHAMbBHbBIX CBULLEM OblNK Bbl-
nonHeHsl onepaumn 5 6onbHbiM B BospacTte 36 fo 56 net, u3 Hux 3 6onbHbIM OCTPLIM MUenonaHbiM nenkosom (OMI), 1 —
HEXOOXKMHCKOM NMPpomoit U 1 — MMMyHHOM TpombouuTonenueit. B 1 cnyyae BbinonHeHa NUKBUAALMSA PEKTOBATMHASb-
HOTO CBMLLA PACLUEMIEHHbIM BAArQANMULLHO-MPSIMOKMLLEYHBIM JIOCKYTOM, B OCTASIbHBIX — JIMKBUACLMS CBULLA NPSMOM KULLKM
nepemeLleHHbIM naTepanbHeiM nockytom. Cpoku HabnogeHns coctasunm ot 8 go 28 mec.

Pesynbrartsl. JIukeuaaums cemwa 6bina gocturHyta 'y 4 us 5 6onbHbix. Y 1 6onbHOM HO 2-e CyTKM nocne onepauuu pas-
BMIICS TPOMBO3 reMOPPOMAANBHOrO Y31a B 30HE MepemeLLleHHOro nockyTa, a Ha 10-e CyTKM KOHCTATMPOBAH peumams
cenwa. [pM3HAKM aHANBHOM HEAOCTATOMHOCTM - CTEMEHM AUMATHOCTUPOBAHLI y 2 BONbHBIX, POHEE NEPEHECLLMX ONepa-
UMM HO aHanbHOM KaHane. [TpoTMBoonyxonesoe neyeHne nocne onepaLyn NPOAONKEHO y 2 BOMbHbIX, OBHOM U3 KOTOPbIX
BbINOSIHEHA TPAHCMNIAHTALMS QNIOTEHHBIX FEMONO3TUYECKMX cTBoNOoBbIX KneTtok (anno-TICK), y apyroi — uHaykums BTopoit
pemuccum B cesasum ¢ peunansom OMJI.

3akntoyeHue. YunTbiBas MUHUMABHOCTb XUPYPrM4YECKOM TPABMbI M HU3KOE KOJIMYECTBO OCNOXHEHMUM, MMKBUAALMS CBULLEH
C MCMNOMb30BAHMEM NEPEMELLEHHbIX TOCKYTOB MOXET BbITh MCMONb3OBAHA Y FeMATONOrMYecKkmx 6onbHbix. [pu cobniopeHmu
CPOKOB peabunuTaumm BO3SMOXHO BO30OHOBNEHME NPOTUMBOOMYXONEBOW TEPANMM, B TOM uncre npoeefeHne anno-T11CK.

KnioueBble cnoBa: neiikos; HEMTPONEHMS; OMYXOMM CUCTEMbI KDOBM, CBMLL MPSIMOM KULLKUM, PEKTOBATUHANBHBIA CBULL, NPSIMOKMLLEYHbIA TOCKYT, BAATAULLHbIA
nOCKYT

KoHpnukT nHtepecos: asTopsl 30881910T 06 OTCYTCTBUM KOHGNMKTA UHTEPECOB.

DPurHAHCUpPOBAHME: PABOTA HE UMENT CMIOHCOPCKOM MOAAEPXKM.

Ans untuposanus: LLtepkosa C.B., Xopxaes [T, Mynpos A.A., Tutos ALO., Hukmwwmn T.B., Cabupos K.P, agawes MM, Omaposa M.M., Oannwsn K.
Xupypruyeckoe neyeHue pekToBArMHANbHbIX M SKCTPACHUHKTEPHBIX CBULLEN MPAMON KULLKK Y reMaTonornieckmx 6onbHeix. [ematonorvs n Tpaxcdyamonorms.

2025; 70(3):374-382. hitps://doi.org/10.35754,/0234-5730-2025-70-3-374-382

374 | TEMATONOTMS M TPAHC®Y3MONOTAA | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA| | 2025; 70(3): 374-382 |



| OPUTUHATIbHBIE CTATbA | ORIGINAL ARTICLES |

SURGICAL TREATMENT OF RECTOVAGINAL AND EXTRASPHINCTER
FISTULAS OF THE RECTUM IN PATIENTS WITH DISEASES
OF THE BLOOD SYSTEM

Shtyrkova SV.", Khodzhaev G.G.!, Mudrov A.A23, Titov A.Y.2, Nikishin TV.2, Sabirov K.R.!, Omarova M.M.2, Dadashev 1.1, Danishyan K.1.

"National Medical Research Center for Hematology, 125167, Moscow, Russian Federation
2Ryzhikh National Medical Research Center of Coloproctology, 123423, Moscow, Russian Federation
I Russian Medical Academy of Continuous Professional Education of the Minisiry of Healthcare of Russia, 125993, Moscow, Russian Federation

B ABSTRACT

Introduction. Anal fistulas (AF) can be both an independent source of infection and the cause of perianal abscess recur-
rence. The use of sphincter-preserving plastic surgical methods for the elimination of AF in patients with hematologic malig-
nancies is an insufficiently studied issue.

Aim: To demonstrate the possibility of using plastic surgical methods for the elimination of rectovaginal and anal fistulas in
hematological patients.

Materials and methods. Between 2022 and 2024, 5 patients aged 36 to 56 years were operated on for complex anal
and rectovaginal fistulas; of these, 3 patients had acute myeloblastic leukemia (AML), 1 had non-Hodgkin’s lymphoma, and
one patient had immune thrombocytopenia. In one case, elimination of a rectovaginal fistula was performed using a split
vaginal-rectal flap; in the rest — the anal fistulas were eliminated using a displaced lateral flap. The follow-up period ranged
from 8 to 28 months.

Results. Elimination of the AF was achieved in 4 out of 5 patients. On the 2nd day after surgery, 1 patient developed throm-
bosis of hemorrhoids in the area of the displaced flap, and on the 10th day, a recurrence of the fistula was detected. Signs
of 1st degree anal insufficiency were diagnosed in two patients who had previously undergone anal surgery. Treatment for
hematologic malignancies was continued after surgery for two patients, one of whom underwent allogeneic hematopoietic
stem cell transplantation (allo-HSCT), while the other underwent induction of a second remission due to a AML relapse.
Conclusion. Given the minimal surgical trauma and low complication rate, fistula repair using displaced flaps can be used in
hematological patients. If rehabilitation timelines are observed, it is possible to resume antitumor therapy, including perform-
ing allo-HSCT.

Keywords: hematfologic malignancy, leukemia; neutropenia, blood system tumors, anal fistula, rectovaginal fistula, vaginal flap, rectal flap
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Beenenue

Yacrora peunansos nH(peKIUM MATKUX TKaHed mapa-
PEeKTaJbHON 00JIACTH y TeMaTOJOrMYeCKUX OOJIbHBIX HO-
cruraer 73,7 %, 94T0 MOYKET IMPENSTCTBOBATEL PeaN3aluu
[POrpamMm MIPOTHUBOOILYXOJIEBOM XMMHOTEPAllNU U Hera-
THUBHO BIMseT Ha pedyabrarsl geuenus [1, 2]. Ceumm nps-
mo#t kumku (CIIK) moryr GbiTh xak camocToOsTENBHBIM

UCTOYHUKOM MHQEKIUU, TaK U MPUYUHON MNOBTOPHOTO
dopmuposanus napapektaabHbix abcueccos. [lo nanneim
uccneposanus H. Chang u coasr. [1], Gonbable ¢ npeniue-
cTByoImUM napapextanbubim abcueccom u CITK umeror
10-kpaTHbIfl puCK pasBUTHS MNOCJEAYIOLEro abcuecca
Y peuMAuBa CBUILA MOCJE MPOAOJKEHUS LUTOCTATHYE-
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ckoi tepanuu. B To ke Bpems ycneninoe xupyprudeckoe
JleueHME CBULIEH MTPSMOM KUIIKY, BHIIIOJHEHHOE Iepej Ha-
9aJIOM MPOTUBOOILYXOJIEBOTO JIEYEHUS] WJIM B IE€pPePbIBAX
MeXAy KypCcamMy XMMHOTEPAIMWU, MO3BOJSET M30exaTh
MOBTOPHBIX 3MU30A0B MHPUIMPOBAHUS MAapapeKTaJbHON
kiaeryarku [1, 3].

Cornacno nureparypusim ganubim [3, 4] BosmoskHbIMEN
METOlaMH XMPYPrUYeCKOro JeUeHHs CBUILEH Y OOIbHBIX,
MOJLyYaBIIMX TEPAINUIO LIUTOCTATUKAMU, SIBJISIIOTCS HCCe-
4YeHMe M NpoBejeHue ApeHupyouei suratypol. Ognaxo
[OCTMIKEHME XOPOIMNX (PyHKIIMOHAJIBHBIX Pe3yJIbTaTOB
npu auksBupanuu pexroBarnHaabHbix csuied (PBC),
tTpanccunkTepHbix (BoBaekawmux 6omnee 1/3 chunxre-
pa) u skcrpacdunkrepusix CITK tpebyer mcnosnbsosa-
HUS C(PUHKTEPOCOXPAHSIOUNX IJACTUIECKUX METOMOB.
Beinosinenune tTakux onepanmii CONpsIyKEHO ¢ TEXHUYECK U~
MM CJIOXKHOCTSIMU Y BBICOKON 4aCTOTOW PELMIMBOB, & UX
NpUMEHEeHHE Y UMMYHOKOMIPOMETHPOBAHHBIX OOJIBHBIX
C HapyILIEHMEM IPOLECCOB Perapanmny KpaHe orpaHude-
Ho. [Ipennoxennas 8 PI'BY «HMULI xononpokronorun
um. A.H. Peoxux» Munsppasa Poccun konuenuus se-
YEeHMS CJIOKHBIX MPSIMOKULIEYHBIX U PEKTOBATMHAJIbHBIX
CBULIEH NOApPasyMeBaeT NPUMEHEHHME MAaJOWHBA3WBHBIX
METOJIOB, Jake B CJLy4ae HEyAad, He yXYAIIAILINX COCTO-
suue GosnpHbix. Takoil mogxon ocobeHHO aKTyaseH y OH-
KOTeMaToJIOrMYecKUX O6oabHbIX. [lnactuueckue mertomb
JVKBUAALMY BHYTPEHHErO CBUILEBOTO OTBEPCTHUS C IIe-
peMelLeHNEM Pa3JINYHOrO BU/A JIOCKYTOB (JIATE€PaJbHOrO
Y [AUCTAJbHOIO) Y/OBJIETBOPSIOT TPeOOBaAaHUSIM JAHHOMN
KOHLENIUH, TaK KaK He MPEeLyCMaTPUBAIOT HU PacCIIupe-
HUS 30HBI CBUILEBOrO OTBEPCTHS, HU paccedeHust cpuH-
krepa [6—7]. BosmosxHOCTh NpuMeHEeHM ST AHHOIO METOAA
nuxsuganuu CIIK y onkxoremarosorunueckux GoibHBIX
TpebyeT uzydeHusl.

Ilear nacrosimeil paboTbl — MOKa3aTh HAa KJIMHUYECKHUX
npuMepax BO3MO>KHOCTb IPUMEHEHMSI IUIACTUYECKUX Me-
TOJOB JIMKBUAALNY PEKTOBATMHAJIBHBIX M MPSIMOKHUILIEY-
HBIX CBUILEH y reMaToJorn4ecKkux 6oNbHbIX.

Marepuaasr u meToasl

B 2022-2024 rr. no noBoay peKTOBATMHAJIBHBIX U DKC-
trpacdunkrepubix CIIK 6Gbuin BeImOSHEHBI Omepauuu
5 GONBHBIM, U3 KOTOPBIX y 3 ObLI OCTPBIM MUEIOUHBIA
aeitkos (OMJI), y 1 — nexomsxkkunckas numdpoma, 1 —
ummyHHass Tpombouutonenus (rabsa. 1). Bcee Gonbubie
ObLIM >KeHCKOro noJsa, Bodpact — ot 36 no 56 ner. B on-
HOM cJjlyvae onepauus Obuia BoinosHeHa Ha base DI'BY
«HMMHNLI  xomompoxTosormnm»
B ocraidbHbEIX — Ha 6aze OI'BY (HMUILI remaronorum»
Munsnpasa Poccun.

Munsnpasa  Poccun,

®opmuposanue CIIK Bo Bcex cayuwasx OblIo caenct-
BHUEM KPHUIITOr€HHOrO MAapanpoKTUTA, KOTOPbIA B 3 Ciiy-
9asix ObLI APEHUPOBAH XUPYPrudecku (C MocCJeLyommm
NPOBEfIEHNEM APEHUPYIOLEH aUratypsl), y 2 GOJbHBIX
C HeHTporneHueil ObLIO MPOBEAEHO JedeHUue aAHTUOMOTH-
kamu. OTKiII09eHME nacca’ka KUIIEYHOrO COAEPIKUMOro

(nByCcTBOMIBHASI CUTMOCTOMUSI) Ha NPEABIAYLIMX 9Tanax
JedeHus ObLIO BbINOTHEHO y ool 6oabnoi ¢ PBC. ¥V on-
KOreMaToJIOrM4ecKuX OOJbHBIX HAa MOMEHT BBIMOJHEHMUS
onepaunuyu ObUIM 3aBEpLIEHBI BTANBI MHAYKIIMU U KOHCO-
JAVALMY PEMUCCHUM, Y OJHOM OOJIbHOM BBINOJHEHA TPAHC-
NJIAHTALMS &y TOJOTUYHBIX FEMOMOITUYECKUX CTBOJIOBBIX
kiaerok (ayto-TI'CK), y omnoit — rtpancmanranus asn-
JIOTEHHBIX TeMOMOdTUYECKUX CTBOJOBBIX KJETOK (asso
TT'CK). Onepaunu Bo Bcex ciyuasix BBINOJHSIN TOCJE
JAOCTUIKEHUs] PEMUCCUU T'eMaToJIOrM4ecKoro 3aboJieBa-
HUs, Ha (OHE KOMIEHCHPOBAHHBIX MOKasaTeseill remo-
rpamMmbl U B OTCYTCTBHE TEPAIMH LUTOCTATUYECKUMU
npenapaTamy B IEpUONEPALIMOHHOM MEPUO/IE.

/We/no/()zucu ONneParnUEHbLX BMEULAINENbCIE

1. JIluksupauus PBC pacmennennsim  BiaaraguigHo-
npsimokuiteaHeim gockyTom (PBILJI). Oneparusnoe Bme-
LIaTeIbCTBO BbhIMOAHSAN B 2 srana. [lpu Baaramumuom
arane V-o0pasHbIM paspe3om BbIAEJSIN JOCKYT CTEHKHU
BJarajumia ¢ 3axsarom cBuiueBoro orsepcrus. Ilocue
KIOpeTa)ka M yLIMBAHUS CBUILIEBOTO OTBEPCTHUS JIOCKYT
HU3BOAMIM U (PUKCUPOBAIH K KPAIO BJATATUIIHON PAHBI.
Ilpu npsamokuiIeyHOM dTane B MPOKCHMMAaJbHOM OT CBU-
IEeBOr0 OTBEPCTH Sl HAMPABJIEHUU U3 CTEHKHU KUIIKHU (hop-
MMPpOBaJ/IM CJAU3UCTO-TIOACTAUZUCTBIM JIOCKYT, KOTOPBIA
HU3BOAMIMU U (PUKCUPOBATHU AUCTAJbHEE CBHUILEBOTO OT-
BEPCTHS HA BapaHee MOATrOTOBIEHHOM IJIOIIAAKE.

2. Jlnukeupanus CIIK nepemewmennsim sarepanbHbim
aockyrom (JIJI) (puc. 1-5). Ceumepoit xom uccekann
[0 CTPYKTYP Hapy>HOro cUHKTEpa U CTEHKH IMpPSMOi
kumku. OcyliecTBasiu  KiopeTak YacTHU CBHUIIEBOIO
XO/1a, PACIOJIO’KEHHOro B cTeHKe kuwku. [locse ruapas-
JIMYECKOM MPEeNnapoBKU MPOOJbHBIM PA3PE30M PACCEKAIN
AHOAEPMY M CJIMBUCTYI0 ODOOJIOUKY HHI>KHEAMILYJISIPHOTO
oTAes1a NPSAMON KUIIKM [0 KPalo BHYTPEHHErO CBUILIEBO-
ro oreepcrusi. B sarepasbHOM HanpaBleHMM BBIAEISIN
JIOCKYT, BKJIIOYABIINI aHOAEPMY W CJIMBUCTYIO0 0DOJIOUKY
AXCTAJbHOM YaCTH HNPSIMOM KHIIKH. Ilocne sxonomHO-
IO MCCEUYEHMSI MATOJOINYeCKH M3MEHEHHBIX TKaHeH 6o
KIOpeTa)ka B30HBI BHYTPEHHETO CBUIIEBOIO OTBEPCTHS
nedeKT CTEHKM KMIIKM (AaHAJBHOrO KaHaJa) yIIUBAJIu.
MobunnsoBaHHBIA paHee JOCKYT CMELLAJH B JaTepaJib-
HOM HAIlpaBJIEHUU HA 30HY UCCEYEHHOTO BHY TPEHHETO OT-
BepCcTUS U (PUKCUPOBAJIM OT/E/IbHBIMU LIBAMH.

Pegyabrars:

B nocneonepannonnom nepuone ymepeHHbIH 60seBOM
cuHApOM coxpaHsiicsl B TeueHue 3—4 nueit. B nocneone-
PALlMOHHOM NEPUOJie B TeueHUe O AHel NPOBOAMIN aHTH-
bakrepuasnbHy Tepanuio. MecTHOe JiedeHHMe BKJIIOYAJIO
IMUTHeHNYeCK e NPOLEAY Pbl, 00pabOTKy BOJHBIMH PACTBO-
pPaMu aHTUCENTHMKOB, allUIMKALUM Ma3eil, COo/eprKalux
rupokopTusoH, renaput. Cpoku HabIOAEHUS COCTABU-
au ot 8 no 28 mec. JIukBuaanms ceuma GblIa JOCTUTHY TA
y 4 us 5 6oapubix. Y onHOlt GoNbHON Ha 2-e CyTKU nocJe
orepauMu pasBUIICS TPOMOO3 TeMOPPOMIAJIBHOTO y3Ja
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Pucynkmn 1-5. D1ans nuKeraaumm CBILIG NPSMON KMLLKM METOAOM NEPEMELLEHMS NTATEPANEHOTO NPSMOKMLLIEYHOTO TOCKYTA

Figures 1-5. The stages of elimination of the rectal fistula by moving the lateral rectal flap:

PucyHok 1. [NepenHnit 3kCTpACHUHKTEPHBIN CBULLL NPsi-
moit kuwkm. C NOMOLBIO 30HAA UAEHTUGULMPOBAH CBU-
LIEeBOM xof

Figure 1. Anterior extrasphincter fistula of the rectum.
A fistula passage was identified using a probe

PucyHok 4. Buigenen nockyT, BKIIOUGIOWMI QHOAEPMY M CIM3UCTYIO 0BoNOYKy an-
CTQNBbHOM YACTU NPAMOM KMLLIKM

Figure 4. A flap is isolated, including the anomerm and the mucous membrane of the
distal part of the rectum

B 30HE I€PEMELIEHHOr0 JIOoCKyTa, a Ha 10-e cyTku koHcTa-
TUpOBaH peuuaus csuina. Hemocrarounocts anaabHOroO
cduHKTEpa B MOC/IEONEPALMOHHOM IEPUOfE OTMedeHa
y 3 Goabubix. Bo Bcex ciyuasx GosnbHble ObLIM paHee
ONepMpPOBAHBI HA AHAJBHOM KaHAaJe: MCCEYEHMe AHAJIb-
Hoit tpemunsl (1), npeHMpOBaHME NEIBBHOPEKTAIBHOrO
abcuecca (1), ncceuenue ceuma c ymmsanuem cuHKTEPA
(1). Y 2 601bHBIX HEJOCTATOYHOCTD AHAJIBHOTO CPUHKTEPA
] creneHn gmarHoCTHpPOBaHA MO KJIMHUYECKUM JaHHBIM
B cpoku Habmonenus ot 1 no 6 mec. [Ipusnaku ananbhoii
HEJOCTATOYHOCTH Y 3TUX OOJBHBIX HOCHUJIM MOCTENEHHO
perpeccupyomuil XapakTep U KOPPEKTHUPOBAJUCH [ue-
TOoM. AHaJpHAS HELOCTATOYHOCTh 3-H CTEerneHu OblLia qU-
arHOCTHPOBaHA MO AAHHBIM NpoduiomeTpun y 60abHOR
C paHee HaJIOXKEHHOM KOJIOCTOMOI vepesd 12 mec. mocue

PucyHnok 2. Cauiesoit xop vcceueH fo CTPYKTYp Ha-
PYXHOTO COUHKTEPA W CTEHKM NPSMOM KMLIKM

Figure 2. The fistulous passage is excised fo the struc-
tures of the external sphincfer and the wall of the rectum

PucyHok 3. [pogonbHsiM paspesom pacceueHa aHoaep-
MG M CIM3MCTOR OBONOUKA HIKHEQMMYTISPHOTO OTAENa Mpsi-
MOW KMLUKW 1O KPQIO BHYTPEHHETO CBULLEBOTO OTBEPCTHR
Figure 3. The anoderm and the mucous membrane of the
lower ampullary rectum are dissected along the edge of
the internal fistula

PucyHok 5. JlockyT cmelleH B NaTepansHOM HAMPABAEHMW HA 30HY MCCEUEHHOTO BHY-
TPEHHETO OTBEPCTUS 1 GUKCUPOBAH OTAENbHBIMM LIBAMMA

Figure 5. The flap is shifted laterally o the area of the excised inner opening and fixed
with separate sutures

auksupaunu PBC nepememennusim BaaragumHo-npsmo-
KHLIEYHBbIM JIOCKyTOM. VlccienoBanuye BbINONHSAIM B pam-
Kax MOATOTOBKM K PEKOHCTPYKTHUBHOM ONEPALMU, OT KO-
TOPOH C y4eTOM JaHHBIX NPOQUIOMETPUMU OTKa3aJHUCh.
[lpusenem iBa KIMHUYECKUX HABIIOIEHUS.

Knunuueckoe naburwdenue 1

Bosnbnaa X., 56 ner, O6buia  rocnuTaaM3MpoBaHa
B OI'BY HMMUILL remaronorun» Munsapasa Poccuu
02.06.2022 ¢ puarnosom «OMJI, nporekarommuii ¢ myranm-
eit FLT3 I'TD peneuweit 7q22—-7q31, rpynmst BeicOKOro pu-
cka». DosbHas Gbuta rocnUTaNIM3MPOBAHA B TSIYKEJIOM CO-
cTostHuM, 00y coBieHHOM peGputbHOIt Tnxopaakoit 39 °C,
aHemueil, TPOMOOLUTONEHME, Oy XOJIEeBbIM arpaHyJI0L -
tosom. Ilpu mocrynsennn Ha OCHOBAHMM KIMHUYECKUX
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JAHHBIX M Pe3yJIbTATOB MarHUTOPE30HAHCHOW TOMOrpa-
dbun (MPT) opranos masnoro tasa GblT AMATHOCTUPOBAH
e IbBUOPEKTAJIbHBINA abcrecc, PeKTOBarmHaJbHBIN CBUIIL.
B cpounom nopsinke BoInosiHeHO peHUpOBaHUe abclecca
(puc. 6).

YuureiBas Tsxkesnoe cocTosiHMe OOJNBHOH, I'PaHyJIOLU-
TOIMEHUI0, YTPO3y PAa3BUTHUSI CENcUca OblJa BbITOJHEHA
Janapockonuyeckast curmocromust. B pannem nocseone-
paunonnom nepuone, ¢ 10.06.2022 no 14.06.2022, npose-
AeH Kypc MHAYKUMM pemuccuu (geumrabun 32 mr/cyr.,
Benerokaaxc 400 mr/cyr.). Ilepuon muenoroxkcuueckoro
arpaHyJIOLUTO3a OCJIOKHUJICH pasBuThem (eOpHuIbHOM
HEUTPONEHNH, ABYCTOPOHHEN MHEBMOHUM C BBIPAXKEHHON
ABIXATENbHONH HEOCTATOYHOCTBIO U MOTPEOHOCTHIO B MH-
rajsiiuu KHUCJIOPO/IOM, CHUIKEHUEM OeKOBO-CHUHTETHYe-
CKOI (PyHKLMM MEYeHH, PA3BUTHEM OTEYHOIO CHHIPOMA,
rpyObIX BJIEKTPOJIMTHBIX HapylleHWid (runoHaTpuemMun
no 120 mmouas/n, runoxnaopemun 1o 88 mmosn/n). Tepanuro
nposoauau B otaenenun peanumanuu. 6.07.2022 Gbina
KOHCTAaTHPOBAHA PEMUCCHS], HEraTMBHAsi MUHMMAaJbHas
ocrarounas 6onesup (MOD). [lanee nposopmunu Tepa-
MU0 MaJIbIMU [03aMU LtuTapabuna. bonbaas npenbasis-
aa »ayo0bl HAa OTXO’K/EHHME Ia3oB 4Yepes3 IOJIOBBIE ILyTH,
N0 JAaHHBIM KJMHUYECKOTO OO0CJeN0BaHUS COXPaHSJICS
PBC. B xupypruueckom ortnenennu OI'BY «HMIULI re-
maronorun» Munsapasa Poccun 10.11.2022 Gpina sinoa-
nena smkeupauus PBC pacuwennennbim BaaraauigHo-
NPsIMOKMIIEYHBIM JIOCKYTOM, 0€3 OCJI0>KHEeHU .

Yepes 6 mecsaues soimonnena asno-1['CK. YunreiBas
BBICOKMII PUCK pPas3BUTHUS

HECOCTOATEJIBbHOCTHU TOJI~

CTOKHIIEYHOrO0 aHaCTOMO3a, NOpU MPOBEAEHUHU aJLIO-
TI'CK or PeKOHCTPYKTHMBHOI onepauuy B MNpeATpaHC-
IJIAaHTALlMOHHOM IIepuoje ObLIO PEeLIeHO OTKa3aThCs.

HpeﬂTpaHCHﬂaHTaul/IOHHOG KOHAWIIMOHUPOBAHME B pe-

5KMMe  IOHW’KeHHOH  MHTeHcHBHOCTH:  (uiynapabun
180 mr/m?, Gycyasdan 8 mr/kr nepenecsna ynosaeTBopu-
tenbHo. VImmyHOcynpeccuBHas Tepanus: numkiaodgoc-

damun 25 mr/kr +3, +4 guu, nukaocnopun 3 mr/kr/cyr
¢ +5 nnsa, muxodenonara moderun 30 mr/kr/cyT ¢ +5 gHs.

Panuuii mnocrrpaHCcnJaHTALMOHHBIA TEPUOM  OCJIOXK-
HUJICSI PABBUTHEM MYKO3UTA 2 CTENEHMU TSXKECTH, & TAKIKE
KJIOCTpUAMaabHOro Konura. [lposogunacs antubakrepu-
anbHas Tepanus ¢ apdpexTom B BUje perpecca UH(pEKIUU.
Boccranosnenne nokasaresneii 6110 ormeueno Ha +20 meHb
anno-TI'CK. Ocno)xHeHui, cBSI3aHHBIX C HAJUIUEM CTO-
mMbl, ormedeHo He Obuto. Ilpu KoHTposbHBIX OcMOTpax
uepes 1, 3 u 6 mecsaues nocuse anno-TT'CK pexrosarnnasnns-
Hasl TIEPEropoAKa FePMETHUYHA, IJIACTUKA COCTOSTEIbHA,
AOCTUTHYT XOPOIIMUM MNJACTUYECKMH MU KOCMETUYEeCKUM
apdexr. PekocrpykTusnas omepauusa nuaHupyercs mo-
csle peabuauTtanuy 6OIBHOM.

Knunuuecrkoe nabuwdenue 2

boapnas I1., 36 uer, «OMJI, pemuccus.
Cocrosinue nocse anno-TT'CK. Ilepennuit axcrpacdun-
KTEPHBbIII HEINOJIHBIM BHYTPEHHUIN CBMIL HPSIMOM KMII-

OMarHoa:
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Pucyrok 6. MPT opraros manoro Tasa. [lpeHuposaH nenssropekTansHbii abcuecc
(1). PektoBarmHanbHbi caun, (2)

Figure 6. MRI of pelvis. A pelviorectal abscess has been drained (1). A rectovaginal
fistula (2)

ku». lnarnos OMJI 6bin1 ycranosnen B uione 2023 r.
B muenorpamme — 6Gaactubie kaerku /1%, B remorpam-
me — netikonurod no 47x10°/n, 6nactuesie xiaerku 60 %.
C 1.06.2023 no 14.07.2023 nposeneno 2 kypca Xxumuo-
Tepanuu no nporokony «/ + 3». Ilocne mepsoro xypca
nocturnyta MODB-nerarusnas pemuccus sabonesanust.
B kauecTBe cnenyromero arana npoTuBOOILY XOJIE€BOTO JIe-
gyenus 3.04.2024 6p1a Bemmonnena anno-TT'CK or nepon-
CTBEHHOI'O MOJHOCTHIO COBMECTUMOTO JOHOPA.

B nepuon noprorosxku u nposenenus amno-TT'CK ¢ map-
ta no anpenb 2024 r. GonbHas ormeuasna Goau B aHyce
nocTossHHOro xapakrtepa. llpm kamHMueckom ocmoTpe
BBISIBJIEH BOCHAJIUTENbHbIH MHUIBTPAT B 001aCTH NpoO-
meskHOCTH. B pesynpraTre nposoaumoilt aHTHOAaKTEpH-
aJbHOM Tepanuu UHQPUABTPAT YACTUYHO PErpeccupo-
BaJjl, OAHAKO COXPAHSJIMCH OOJIM M THOMHBIE BbIAETEHUS
u3 anasbHOro kanasna. llpu ocmorpe B obmactu mpo-
Me>xHOCTH onpesesiiacs uapuasrpar 2x2 cm. OrmeveHo
HOMHOE OTHessieMOe M3 aHaJbHOro KaHasa. llpu pek-
TaJabHOM MCCJIe0BaHMM Ha 12 wacax onpenensuics nedpexr
1,0x0,56 cm, pacnonosxennsiit Ha 0,5 cm Bbie 3ybuaToii
aunnn. B pesynbrare nposegenHoro obcaeoBaHus ycra-
HOBJIEH JAMATHO3: MepefHUN dKCTpacPUHKTEPHBINH HeroJI-
uetit Buytpennuii CIIK, koropsiit 6bu1 nopreeprkaen
npu MPT (puc. 2).

Bosnbhas Gbuia rocnuranuaupoBaHa B XMPYPruyeckoe
orpenenne OI'BY HMMULL remaronormm» Munsgpasa
Poccun 21.06.2024 g niaHOBOro onepaTuBHOTO JIeueHU st
no nosoxy CITK. Ilpu ob6caenosanuu na +70 nens nocie
amno-TT'CK coxpansnace MODB-nerarusnas pemuccus
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sabonesanus, 100% nonopckoe kposersopenue. C nenbio
NpopUIAKTUKY PEaKIIUU «TPAHCIJIAHTAT MPOTUB XO3H-
Ha» DOJIBHAS MOJLyYaa UMMYHOCYIIPECCUBHY O TEPATIHIO
(uukaocnopun, mukodenonara moderun). B remorpamme
6b1n ymepennast anemust (remorsiobun 94 r/n, spurpouu-
o1 2,68x10'%/nm), neiixonenus (3,37x10°/n), neiirponenus
(1,62x10%/n). OcranbHble KAMHUKO-Ta0OpATOpPHBIE AaH-
Hble ObUIU B Npe/ies1aX HOPMaJbHBIX 3HAYEHUH.

YuurbiBas skcTpacdUHKTEPHOE paCHONIOXNEHUe CBU-
LIEBOrO XO/Ja, BBINOJHEHA JIMKBUALMS CBULIA INPSIMOU
KULIKY JIATEPAJbHBIM JOCKyTOM. B nocseonepannontnom
Iepuo/ie OCJA0XKHEHU He OTMEUYeHO. YMepeHHLn‘/’I GousteBoOit
CHUH/JPOM COXPAaHSICS B TedeHre b CyTOK IocJie onepanun
M ObI KyUPOBaH MECTHBIMU AHECTETUKAMM. YUUTbIBAs
MMMYHOCYTIPECCHIO, B IIOCJIEO0NEPALIMOHHOM IIEPUOJIE B Te-
deHue 5 HEH NPOBOANIIN AaHTUOMOTUYECKY IO TEPAITHIO Lie-
donepason/cyasbakramom. Ilpu ocmorpe uepes 23 nus
nocJse onepanuu 6osbHas >Kaa06 He MpeabsBIsIa, paHa
3a)KUJIa IEPBUYHBIM HATSYKEHUEM, 3aMblKaTeabHast Py HK-
LM AaHAJIBHOTO KaHaJa Oblla y/10BJIeTBOPUTETBHOM.

OGcy»xnenne

[IpoGnema xupypruyeckoil KOppeKIIMU PEKTOBATUHA b-
ueix u sxcrpacunkrepusix CIIK y onkoremaronoruue-
CKMX OOJBHBIX He MPe/ICTABJIEHA B JUTEPATYPE, YTO MOXK-
HO OOBSICHUTH OTHOCHTEJHHOM MAaJIOYNCIEHHOCTBIO 3TOM
KaTeropuv OOJIBHBIX M KpaiiHe HebJaronpusiTHBIMU
YCJIOBUSIMU [JIsI BBIIOJIHEHUS IIACTUYECKUX OIEPALUil.
B nacrosimee Bpems ne cdopmynuposaHbl mokasaHHsS
K IPUMEHEHUIO XUPYPrUIeCKUX METOHOB, HE BbISIBJIEHBI
NPEeLUKTOPHI HEYAAYM, HET KPUTEPUEB NIPUMEHEHUs ILJIa-
CTUYECKUX METOHOB JIMKBUAALMH CBUILEH TIPS MOM KM ILIKH.
IIpy cno’KHBIX NPSIMOKUILIEYHBIX M PEKTOBATMHAJIBHBIX
CBMILAX IPUMEHSIIOTCS CIIEY IOLIUE CIIOCOObI IMKBULALUN
CBUILLEBOrO OTBEPCTUs B psimoii kuuke [8, 9]:

1. Mcceuenne ceuma B npocser kumku. Hemocrarkom
meTosa sBiasieTcss TOT akT, 4To npu TpaHcchUHKTEp-
HBIX U OKCTPAChUHKTEPHBIX MPSMOKUIIEYHBIX CBUINAX,
IIPU PEKTOBATMHAJBHBIX CBUILAX [JIS1 aI€KBATHOIO MCCe-
YeHU sl CBUIIEBOTO OTBEPCTHUS B IPSMON KMILKe TpeOyeTcst
nepecedyeHHe aHAJIBHOrO CPUHKTEPA, YTO HPUBOJUT K Pa3-
BUTHIO AaHAJIBbHOM MHKOHTUTEHIINU.

2. YmuBaHuMe CBUILEBOrO OTBEPCTHUSI B MPSIMON KMILKE.
Henocrarkamu meroma SIBJISIIOTCS HEOOXOIMMOCTH 3HA-
YUTETHbHONH MOOUIMBALMU CTEHKU KUIIKU B TPOKCUMAaJIb-
HOM M [MCTAJbHOM HAIPABJIEHUSX s (POPMUPOBAHUS
[IOJTHOLIEHHOT'O MEXXKHUIIIEYHOIO0 aHACTOMO3a 10 IepegHer
CTeHKe; M30bITOYHOE HATSPKEHUe Ha JUHUM LIBOB B MPS-
MOM KHILKE IPU MOBBIILIEHUH KHIIEYHOI'O JAaBJIEHUS U BO3-
HUKHOBEHUE peluAnBa 3a00JeBaHMs IPU IPOPE3bIBAHUYN
JI000ro 1IBa; HEBO3MO>KXHOCTH MCIIOJIb30BAHHUSI METOIA
NpHU MOpa)KEHUM KUILIEYHON cTeHKHU (cucTemHble 3abosie-
BaHus: bosesnb KpoHa; s13BeHHBIN KOAUT U T. 1.).

3. HusBeneHme npoOKCHMAJIBHOINO IOJHOCJIOMHOIO JIO-
ckyra npsamoii kuwku. Hegocrarkamu merona siBistrorcst:

HEBO3MOYKHOCTb MCIIOJIb30BAHUSI HUBBEAEHUSI IPOKCH-
MaJIBHBIX OTHEJIOB CTEKM NPSMOM KHILIKM NPU HOpa’ke-
HUU KUIIeYHOH cTeHKu (CHCTeMHBIe 3abosieBaHUS: 0O-
nesub KpoHa; s13BeHHBIN KOJUT M T.I.), TP HU3BEAECHUH
70cKkyTa, cbOPMUPOBAHHOIO M3 BbILIEJEKAIUX OTHEJOB
nepesiHell CTEHKHU MPSIMON KMIIKH, MOKET OTMeYaTbCsl U3-
ObITOYHOE HaTsIKEHUE HUBBEAEHHOro U PUKCMPOBAHHOIO
JIOCKyTa, pasBUTHE BbIPaXkeHHbIX (PUOPO3HO-PYOLOBBIX
U3MEHEHUM B HMYKHEAMILyJISIDHOM OT/eJle NPSIMOM KMIII-
KU [P PeTPaKLUUM MOTHOCIONHOrO JIOCKYTa, BO3MOXK-
HOCTb Pa3BUTHS HELOCTATOYHOCTH aHAJBHOro cpUHKTEpa
NpU TPaBMe BHYTPEHHEro aHaJbHOro cpUHKTEpa.

KauecTBo >kM3HM GOIBHBIX MOCIIE BBIMOJHEHUS OMMUCAH-
HBIX BbILLE METOLOB ONEPATUBHOIO JEYEHUS 3HATUTEIBHO
CHU>KEHO B T€UYEHUE HECKOJIBKUX MECSLEB M3-32 KECTKUX
OrpaHWYeHU MO ABUTATEIbHOMY PEXKUMY.

s ynaydineHuss pesyJsibTaTOB
CO CJIO’KHBIMM NPSIMOKHIIEYHBIMU U PEKTOBATMHAJbHbI-

JeueHuss OOJBbHBIX
MU CBUIIAMU, B TOM 4yucje (yHKIIMOHAIBLHBIMU, BHEAPE-
HbI U YCIIELIHO IPUMEHSIIOT Pa3JINYHble MAJONHBAa3UBHbIE
meToapl. [y TMKBMAALMY BHYTpPEHHErO CBUIIEBOTO OT-
BEPCTUS NPUMEHSIOT PAa3JIMYHbIE BUABI JOCKYTOB, OTJIM-
AIOLUIMXCS OT NPSIMOKUILIEIHOTO JIOCKY Ta, (POPMUPYEMOTro
NpU «KJIACCMYECKON» MPOKTOIJIACTUKE, HENOJHOCTEHHON
CTPYKTYPOH UM BEKTOPOM CMELIEHUs, YTO MO3BOJSIET MU-
HUMM3UPOBATh ONEPALMOHHYI0 TpaBmy. Takoil masonH-
Ba3WBHBIHI MOAXO/ K IMKBUALUY BHY TPEHHErO OTBEPCTUS
MO>KeT OBITh MCTIOIB30OBAH y FeéMaTOJOIMYECKUX OOJIBHBIX.

Ilpu BBIOOpe TaKTMKM JleYeHHMS] PEKTOBATMHAJBHBIX
Y CJIO>KHBIX MPSIMOKHMILEYHBIX CBULLEN Y OHKOIeMaTOJIOI M-
4eCKUX OOJBHBIX HEOOXOAMMO YUUTHIBATH dTAM TPOTHUBOO-
ILy XOJIeBOTO JleueHus. B oTcyrerBre pemuccnu ocHOBHOrO
3abosieBaHuUsl, B NEPUO MPOBEAEHUS] MUEJIOTOKCUYECKOH
Tepanum CjeayeT OTAABATh IMPEANOYTEHNE MUHUMAJIBHO
MHBAa3UBHBIM XUPYPrUYeCKMM BMELIATEJbCTBAM, LEJb
KOTOPBIX — JIOKaJM30BaTh BOCIMAJIEHUE W IPEAOTBpa-
TUTh PELUAUBBI NMAapalpOKTUTA. YCIEIIHOE BBIIOJHEHUE
PaaMKaJIbHBIX ONepanuii Mo JUKBUAALUU NapapeKTab-
HBIX CBUIIEH BO3MOXXHO INPU YCJIOBUHM BOCCTAHOBJIEHMS
CIIOCOOHOCTEN TKaHEH OpraHMsMa K pernapanuu M Haju-
49Ul JOCTATOYHOrO MepUoAa peabuinTanuu 6e3 aKTUBHOM
nurocraTuueckoit Tepanun. [lo aToit npuunne nonobHbIe
BMEIATEJbCTBA JLyYllle BBIMOJHATD IOCJE AOCTUKEHMS
PeMUCCHUU OHKOTeMaTOJIOTUYECKOro 3a00JIeBaHMSI.

Takum 0Opasom, yunTeiBass MUHMUMAJIbHOCTh XUPYPrH-
YEeCKOM TPaBMBbl U HU3KOE KOJIUYECTBO OCJIOMKHEHUH, JINK-
BU/JALMSI C BBIIIOJIHEHUEM IJIACTUKY BHYTPEHHErO CBUILE-
BOTO OTBEPCTUSI IIPU JIEYEHUU CJIOKHBIX IPSIMOKMIIEYHBIX
Y pEeKTOBArMHAJbHBIX CBUILIEN Pas3JMYHBIMM JOCKYTaMU
MO>KET OBITh MCIHOJB30BAHA Yy OHKOIE€MAaTOJOIMYECKUX
6oabubIX. B TO ke Bpems npu cobuofeHun CpOKOB pea-
OGuIMTALMK BO3MOYKHO BO30OHOBJIEHNE TPOTHBOOILY XOJIE-
BO Tepamnuu, B Tom uucie nposeaenue asio-1T'CK no-
cJle JMKBUAALMU NapapeKTaJbHOro CBMINA Oe3 yepba
[J151 Pe3yJIbTaTOB ONepPaluu.
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CBOBOJIHO IIUPKYJIUPYIOIIAS THK ITPU ATPECCUBHBIX
3PEJOKJETOYHBIX B-KJIETOUHBIX TUMOOMAX U TUMOOME
XOIUKKMHA

Cmuprosa C.tO.*, Hukynuna E.E., Cynapukos A.b.

OTBY «<HaunoHamsHbIN MEAUMHCKHI MCCTIBROBATENLCKHIA LEHTP remaTonormms Murnctepetsa sapasooxparerms Poccuiickoint @epepaumy,
125167, . Mocksa, Poceuitckas Penepauns

BN PE3IOME

BeepeHue. VMayuenne ceobogro umpkynmpyrowen JHK (cuHK) 8 nnasme kposu npu rematonormueckux sabonesanmnsax
BbI3bIBOET BCE Bonblumit MHTepec. HakonneH 3HauuTeNnbHbI 06bEM AAHHBIX OTHOCHTENBHO AMArHOCTUYECKOM U MPOTHOCTH-
yeckom aHaunmmocTu eeiseneruns cudHK v onyxonesoit cuJHK (colHK) y oHkoremaTonormieckmx 6onbHbix.

Lenb ob630opa nurepatypsl: aHAnM3 AaHHbIX O 3HadYenun soiseneHms culHK npu arpeccusHbix B-knetouHbix numbomax
n nuMmbome XoaKKMHA.

OcHoBHble cBepeHus. [TpeactasneHsl nuTepatypHbie AaHHble no usyyerunio cullHK, BosmoxHocTen 1 orpanunyeHmit pas-
nnyHbix MeTogos uccneposanus cuHK y 6onbHbix arpeccusHbiMm B-knetounbiMmu numdpomamu u nuMpomoit XoaxKmHa.

Kniouesble cnoea: ceoboaro unpkynvpyowas JHK, ceoboaro unpkynupyiowas onyxonesas JHK, arpeccusrbie numdomsl, B-knetounsie numdpomsl, nmm-
boma XogxkmHa

KoH$pnukT nHtepecos: asTopsl 3as81310T 06 OTCYTCTBUM KOHGMMKTA MHTEPECOB.

PUHAHCUPOBAHME: VICCNIENOBAHME HE MMENO CNOHCOPCKOM MOAAEPXKM.

Onsa untnposanus: Cmuprosa CIO., Hukynuna E.E., Cygapukos Ab. Ceobogro unprynmnpyiowas OHK npu arpeccusrbix 3penoknetousix B-knetoursix
numbomax u numbome Xoaxkurna. fematonorus n tparcdysmonorms. 2025; 70(3):383-395. https://doi.org/10.35754,/0234-5730-2025-70-3-383-395
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CELL FREE DNA IN PATIENT WITH AGGRESSIVE MATURE
CELL B-CELL LYMPHOMAS AND HODGKIN'S LYMPHOMA
(LITERATURE REVIEW)

Smirnova S.Yu.*, Nikulina E.E., Sudarikov A.B.

National Medical Research Center for Hematology, 125167, Moscow, Russian Federation

BN ABSTRACT

Introduction. Cell free DNA (cfDNA), being an easily accessible and promising clinical material, as previously shown in
obstetrics and general oncology, is of particular interest in hematology. In recent years, the study of plasma cfDNA in hemato-
logical diseases has been gaining increasing interest among researchers and physicians. To date, a significant amount of data
cfDNA and tumor cfDNA (cfDNA) in patients with diseases of the blood system has been accumulated in the world literature.
Aim: to study the literature data on the cfDNA in aggressive B-cell lymphomas and Hodgkin’s lymphoma (HL).

Main findings. The review presents the literature data on the study of cfDNA, the possibilities and limitations of using various

methods of studying cfDNA in patients with aggressive B-cell lymphomas and HL.

Keywords: cell free DNA, cell free tumor DNA, aggressive lymphomas, B-cell lymphomas, Hodgkin's lymphoma
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BBenenue

Nsyuenune ceobonno nupkyaupyromeii JJTHK (cu/lHK)
B PAas/JUUYHBIX OUOJIOrMYECKUX YKUIKOCTSAX, B YACTHO-
CTU B MJa3dmMe KPOBM, NPU reMaTosIorMueckux sabosieBa-
HUAX BbI3bIBAET B IOCJEJHMUE TOJAbl OOJBIION MHTepec.
Wcnoassosanne cu/IHK wns nepudepuueckoit kposu
IJ1s1 OIPE/IeJIEHUSI MOJIEKYIISIPHO-TF€HETUYECKUX XapPaKTe-
PUCTHUK T€HOMA OILy XOJIM B HACTOSILIEE BPEMSI IIPEACTABIISI-
€TCsl MEePCIEeKTUBHBIM HAINPAaBJIEHUEM Pa3BUTHSI FeMaTo-
JIornyecKkoi nuarHoctuxu. ¥ vesnoseka Brnepsole cu/JIHK
BbIJleJIeHa U3 TJ1a3Mbl 3[0poBbIX noHopos B 1948 r. [1],
a mnepsole uccaeposanus cu/IHK y onkonormueckux
6onbubix gatupytorcs 1977 r. [2]. B 1997 r. [3] en/IHK
BIlepBble MCCJe0BaHa y OOJabHBIX B-kjeTouHbBIMU NHM-
dbonponudeparusnbiMmu (mumdo-
mbl U B-ksmerounsiii octpbiit mumdobaacTHeil Jeiikos

3&60J1€B&HI/IHMI/I

(OJ1JT)). B kauecTBe mMapkepa OILyXOJM HCIOJb30OBAJIN
KJIOHAJIbHbIE PEAPAHIKMPOBKM TIEHOB TsDKEJOHW uenu lg
(IgH), B xauecTBe mMeroma uccienoBanHus — nonMaxkpu-
AamuaHbIA renb-snexktpodopes: y 86 % GoabHbIX 10 seye-
Hus soiasaena omnyxosaesas cu/IHK (co/I[HK), koropas

OBICTPO BIMMMHHMPOBAJIACH TOCJIE JIEUYEHUS], a €€ MEPCU-
cTeHIMs Oblya CBSI3aHA C PE3UCTEHTHBIM TeUeHUEM U PaH-
HUM peLUUBOM.

cu/IHK npencraBnser coboii aByxuenovyeunsie ¢ppar-
monexyn JIHK, cpenHem
or 130 no 170 map nyxseornmos (I.H.) M HNPEANOTOKU-
TEeJIBHO SIBJISIIOIIMECS] PE3YJIBTATOM PACILEIIEHHUST XPOMO-

MEHTBI CcocCTraBJIdrOoImme B

comuoit [IHK nykneasamu no ywacrkam, He saiimiieH-
HbIM HykJseocomamu [4]. Y onkonormueckux GoOabHBIX
co/IHK BricBOGOXK na€TCS B mpoLEcce amonTosa OILyXo-
JIEBBIX KJIETOK, UX HEKPO3a U ILyTeM aKTUBHON KJEeTOY-
Hoil cexpenuu [6-9]. 3a nmocnennee pecsitunerne cu/l-
HK wnccnenosana npu pasubix tunax aumdom. Vimenno
nns aTux 3abonesanuii nayuenuve cu/lHK npencrasnser
0COobBIif MHTEPEC, MOCKOIbKY AMMEMOMBI OOBIYHO TPOTEKA-
10T 6€3 Mopa’keHu sl KOCTHOTO MO3ra U KPOBU — KJIMHUYe-
CKOro MaTrepuaJla, KOTOPBIH MO>KET OBbITh JIErKO MOJLy4YeH
[JISL UCCJIEIOBAHUSI MOJIEKYJISIPHO-TEHETUYECKUX OCObeH-
HOCTEHN OILyXOJIEBBIX KJETOK U AUHAMHYIECKOTO KOHTP-
oss 3aboneBanus Ha done u nocae repanuu. Cornacho
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pexomengauusm BecemupHoii opranmsanum sgpaBooxpa-
Henust [9] «30/10ThIM cTAaHAAPTOM» IUATHOCTUKYU JTUMEOM
SBJISIETCS TMCTOJIOTMYECKOE MCCJIEOBAHUE OILyXOJEBOTO
marepuaJia ¢ MOCIEAYIIMUM UMMYHOIMCTOXUMHUYECKUM
(UI'X) ananusom 6uonrara.

Hoctynnocts onyxoseBoro marepuasia [1Jsi OUONCHH
NpU PasiMYHbIX JuM@OMax BapbUpPyeT B LIMPOKUX
npegenax. OTHOCUTENBHO AOCTYNHBI At OMONCHM Ie-
pudepuueckue numdaruueckue ysabl MPU JOKAJbHBIX
WM PACIPOCTPAHEHHBIX CTAAMSIX HEKOTOPBIX JHUM¢OM
M KpalHe TPY/IHOAOCTYIIHBI OILyXOJIM LIEHTPAJIbHON HEPB-
noit cucremer (IIHC), onmyxonu sabprommnuoro mnpo-
CTPAaHCTBA, MHOTAA OILyXOJIU CPENOCTEHMSI IPU H30JIH-
POBAHHOM MMOpa’KeHUM NepevrcaeHHbIx obaacreit. Yame
BCEro Jisl MOJHOLEHHOM AUATHOCTUKU (TUCTOJIOTMYeCKO-
ro u UI'X-uccnenoBanuii, {UTOreHETUYECKOIO ¥ MOJIEKY-
JISIPHO-T€HETUYeCKOro aHAJIM30B) MaTepuaJia TpenaHoono-
IICUU OILyXOJIEBOTO 00Opasla OKasblBAETCSl HEOCTATOYHO.
TpeOyercsi mpoBeseHne 9KCLHMBMOHHON MJIM WHLU3UOH-
HON OWONCHM [JIS1 TOJLyYEeHHS] JOCTATOYHOrO MO 00bemy
M KaveCTBYy MaTepuaJia, 4TO IPEACTABISET CJIOMKHOCTH
Npu TPYAHOAOCTYIHOM JoKasusauuu. B takux curyanm-
ax cu/IHK npencrasnsier coboit nuarnoctuyecku snauu-
MBIH MaTepHUaJ, MOCKOJbKY yCTAHOBJIEHA BBICOKAS CTENEHD
COOTBETCTBUS F€HETUYECKUX MAapKEepPOB OILyXO0JIM OuomnTa-
ra u cu/ IHK [4].

11 oneHKM pacnpoCcTpPaHEHHOCTH OILyXOJIEBOIO IMpPO-
Lecca Npy JUarHOCTUKE JIMMQOM PEKOMEH/YETCS UCIOb-
soBath kiaaccudukanuio Ann-Arbor B mopuduxanuum
Cotswold [10] u BBINONHATH MOZUTPOHHO-dMUCCUOHHY IO
ToMOrpaduoo, COBMEIIEHHYI0 C KOMIBIOTEPHOH TOMO-
rpacueii (IIOT/KT), Bcem Gosnbubim B nebrore 3abose-
Banus [11]. HemocraTox kakx skcumMa3HOHHONI Ouomncuw,
TaK W MHCTPYMEHTAJIbHBIX METOJOB 3aKJIIOYAETCSI B TOM,
9TO OHM HE OTPa’alT KJOHAJIBHON TeTEPOreHHOCTH,
B TO BpPeMSI KaK PAa3JIMYHBIE OILyXOJIEBbIE KJOHBI I10-Pas3-
HOMY PEarvpyoT Ha JIEYEHUE U HATIPSIMY IO BJIMSIOT HA BbI-
>KUBaHUE OOJIBHBIX.

OnHoll M3 OCHOBHBIX NMPOOJEM MPU JIEYEHUU 3JI0Kade-
CTBEHHBIX JUMQOM KaK C HauyaJbHBIMM, TAK U C MPOJBU-
HYTBIMHM CTAAUSIMU OCTAETCS KOHTPOJb 3aboJieBaHusL.
[IOT/KT pexomenayercss MCHOIB30BATL [JISI OLEHKH
addexTHBHOCTH Kak B mpouecce JedeHHs: Aumdom, Tak
u mocne ero okonvanus [12, 13]. Ograxo mcnoms3osa-
nue [IOT/KT conpsiskeHO ¢ HEKOTOPBIMU CJIOXKHOCTSMU.
OnHolf M3 HHUX SBISIETCS BBICOKAS YaCTOTa JIOYKHOITO-
JIOYKUTEJBHBIX Pe3yJIbTaTOB, OOYCJIOBJIEHHBIX BOCHAJU-
TeAbHbIMU/UH(PEKIIMOHHBIMU OCJIOXKHEHUSIMU M TUIep-
nunasueit Tumyca [14-16], ocobenno y mosnoapix 60abHBIX
mumbomoit Xomxkuna (JIX) u nuddysnoit B-kaerounoii
kpynHoksaerounort sumpomoit (JIBKKJI) ¢ nopaxennem
cpenocrenusi. Kpome toro, nemasioBas>kHOI npobsemoit
SBJISIETCSI BEPOSITHOCTb PAa3BUTHUSI BTOPOrO OHKOJIOTMYe-
cKoro 3abosieBaHMS BCJIEACTBUE YBEJUYEHHS Iy YeBON Ha-
rpysku [17], a Takske NoBbILIEHNE TPEBOXKHOCTH y OOJIb-
HBIX, KOTOPbIM HEOOXOIMMO MOCJIE IOCTUIXKEHUSI PEMUCCU U
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Y OKOHYAaHWS JIeYeHUS] TTPOXOAUTH KOHTPOJbHBbIE 0OCIIe-
noBaHust B TeyeHue Heckosubkux ser [18]. Ilomyvennsie
B xome uccuaepoanuii ciui/JIHK u co/IlHK nannbie Oblin
HICTIO/IB30BAHBI C LEJIBIO MOJIyYeHUs] MH(POPMALMU O Te-
HETUYEeCKOl TreTeporeHHOCTH onyxoau npu aumdomax
Y MHO>KECTBEHHOH MMesome, sl KiaaccupuKamum aum-
(oM, MOHMUTOPHHTA BO BPeM$l JIe4eH M1, IPOTHO3U POBAHUSI
peuMamBa U AJ1s OlleHKU KpuBbIX BbKUBaemocTH [19-40].
Takoiél moaxon NMpeacTaBisieTCs AKTYaJbHBIM C YYE€TOM
HEBO3MOYXHOCTU MPOBEAEHUs MOBTOPHBIX OMOINCHUI ocTa-
TOYHBIX OILYyXOJIEBBIX OOPA3OBAHMI [TOCJIE JIEUEHHS, A TaK-
>K€ OIHOBPEMEHHBIX OHMOICHIi OIyX0sIeBbIX 00pa3oBaHM
PA3IMYHBIX JIOKAJU3AIUN y GOJBHBIX C PACTPOCTPaHEH-
HBIMU CTaAUSMU JUMDOM.

Ilenr Hacrosero o63opa uTepaTypbl — aHAIU3 [aH-
Hbix O 3HavyeHun BoisBiaeHus cullHK npu arpeccmsrbix
B-knerounsix numdomax u numdome XomxkuHa.

Huddysnas B-kpynnokaerounas
JIAINMMProMa

JBKKIJI sanumaer nepsoe mecto B CTpyKType 3abouie-
BaemocTu B-kierounsimu numdomamu u TpeacTaBiseT
coboit KpaliHe reTepOoreHHyIo I'PYMILy OIlyXOoJel mxnvui)o-
MHOM TKaHM, XapaKTEePU3YIOIIMXCS PasdInvaroliiMuUCs
KJIWHUYECKMMU MTPOSIBJEHUSIMHU, OTBETOM HA JIEYEHUE, M-
MYHOTUCTOXMMMUYECKUMU,  MMMYHO(EHOTUTNYeCKUMU
NpU3HAKAMM, LUTOTEHETUYECKMMHU W MOJIEKYJSPHO-Te-
Hetuueckumu csovicrBamu [9]. Cranpaprom ummyHoxu-
muorepanun [IBKKJI asasercs nporpamma «R-CHOP»
(putykcumab, uukaodocdamun, AOKCOpyOULMH, BUH-
KPUCTMH, TNPEIHU30JIOH), KOTOpas MNO3BOJISET JOCTUYb
croiikoit pemuccun 3abonesanus y 90% GoabHbBIX MOJIO-
ske 60 ner ¢ I-11 cranueit 3a6onesanus, no manoaddex-
TuBHa y 60JBHBIX cTapuero Bodpacta, ¢ III-IV cragnamn
M MaccuBHBIM ornyxosieBbim nopakenuem [41]. ITo mosne-
KYJISIPHO-T€HETUYECKUM CBOHCTBAM OILyXOJIEBBIX KJIETOK
ABKKJI paspensiror Ha moATUIIBI, HEKOTOPBIE U3 KOTOPBIX
XapaKTepPU3YIOTCS HEGJIArONPUSATHBIM IPOrHO30M U U3HA-~
YaJIbHO HY K /1al0Tcsl B MHTeHcudukanum repanuu [42—45].

JABKKJI Gbina ogHOi M3 nepBbIX HO30JIOTHMH B rema-
TOJIOTUM, TIPU KOTOPOIi noapobuo uccaenosana cu/HK.
B 2015 r. 61110 NOKa3aHO, YTO METOLOM BBICOKOIIPOU3BO-
nurensHoro ceksenuposanus (BIIC) IgH nnu raprerno-
ro BIIC Bosmosxno seissuts co/I[HK y 80-100% 6oab-
ubix [28, 46], npu aTom BeICOKME 3HaueHus monu collHK
B cu/IHK ns 06pasuos nuasmer Hanpsimy1o KOppeanupyoT
C MEXAYHapOAHBIM MPOTHOCTUYECKUM WHAEKCOM, Me-
TaboNMUeCcKMM 00BEMOM OMYXOJU — KOJUIECTBEHHBIM
HoKasarejeM, UCIOJb3yeMbIM MJISl OLEHKU 00LEero oob-
emMa OILyXOJIEBOM TKaHHW, KOTOpasi aKTUBHO y4aCTBYeT
B MeTaboJMYeCKUX Mpoleccax, AaHHbIH NapameTp U3Me-
psiercsa ¢ nomowbio metonos Bugyanusauuu (I19T/KT)),
AKTMBHOCTBIO JIAKTATAETUAPOreHa3bl B CBIBOPOTKE KPOBH,
crapueit mo Ann-Arbor [28, 45, 46], uro noaxe moxTeep-
>KAeHO B Apyrux ucciaenosanusx [19, 29]. B nanpueiimem
M. Li u coasr. [47] ycTranoBuin, 4to cpeaHsist KOHLEHTpa-
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nusa cu/IHK y 6onabupix JIBKKJI kak munumym B 2 pasa
BBILIE, YEM Y 3/L0POBBIX J0OOPOBOJIBIIEB, & YMEHbIIEHHE KOH-
nenrpanuu co/lHK nocue nevenns accounupyercs ¢ nos-
HBIM MJIM YaCTUYHBIM oTBeToM Ha Tepanuto [47]. F. Scherer
u coanr. [19] nokasanu BOBMO>KHOCTB OnpeseeHNs TeHe-
TUYECKOrO IMOATUIIA OILyXOJIM U3 KJIETOK FePMUHATUBHOIO
LeHTpa MO0 U3 aKTUBUPOBaHHbBIX B-kierok no cu/IHK
y 6oabnbix [IBKKJI Tak ke xopowo, kak u npu nomowu
NI'X na marepuase omyxomuu.

M. Roschewski u coasr. [28] umccrenosamu cu/JHK
y 6oababix JABKKJI B nunamuke npu nposenenun Je-
4yeHMs1 u nocie okoHuanus tepanuu merogom BIIC IgH.
Okxkasanocs, uro nepcucrenuus co/lHK nocse 2 xypcos
XUMUOTEPANINY CBsI3aHA C JAajbHENIIel KJIMHUYECKOU
nporpeccueii 1 6osee KOPOTKO H-eTHel 0OLIell BBIKU-
sBaemoctbio (OB), a nosBnenne B cu/IHK mapkepa omy-
XOJIM TIOCJIE JOCTHIKEHUSI PEMHUCCHUU IO3BOJISIET BBISIBUTD
peunaus Ha 33-188 nHell paHee HHCTPYyMEHTAJIBHBIX
meronos [19, 28], B Tom umcse y GosbHBIX MOCJe TpaHC-
NJaHTALMMA aJJIOTeHHBIX TI'€MOIIO3TUYEeCKUX CTBOJIOBBIX
kposeTBopHbIX KjaeTok [48]. Cnenuduunocts merona co-
crasisier 80-90%. B xpynHom npocnekTuBHOM UCCIIe0-
Bauuu (401 Goawpnoit JIBKKJI u nocrurnyroit nocse ne-
YeHUs TMMOJHOM MeTabOoJIMIeCcKOr pemuccuer mo JaHHBIM
IIOT/KT) nokasaHno, 4to cpeam Bcex OOJBHBIX C peLu -
Bom 3abosieBanus y 91% O6buta perexrtupyemasn co/I[HK
B nepuose Habmwonenus nocie jedenus. domo co/lHK
B cu/IHK B sTOM mccnemoBanuu oueHuBaiu meTogom
BIIC kaxapie 3 mec/na nporsikenun 2 aet [49].

Hcnonesyss meron xonmvecrsennoro anasnusa JIHK
CAPPSeq (CAncer Personalized Profiling by deep
Sequencing), F. Schererucoast. [19] nokasanu, uroco JHK
SBJISIETCSI HE3aBUCHMBIM IPOrHOCTUYECKUM OHOMapke-
POM M MCTOYHMKOM JUUISI BBISIBJEHUSI COMATUIECKUX MyTa-
unit npu [ABKKJI. Asroper npoananusuposanu 41 napy
«renomuass JAHK onyxomu/cu/IHK naasmbr xposu».
Ilokasano, uro 91 % onyxoneBbix MyTauuii BbISBISETCS
B cu/IHK. YyscrBurenbnocTs meTona saBucesna ot Kouu-
gyecTBa BbiesienHo us mnasmel cu/ JHK [19]. B npyrom uc-
caeposanuu [20], B koTopom npoananusuposano 36 nap
«renomuas JJHK onyxonu/cu/IHK naasmer kposu», 83 %
myrauuii, BoisBiaenHbix B renomuoi J\HK onyxonu, Bbi-
asaensl Taxxke u B cu/IHK. [oareepskaennbie Guoncu-
eil omyxosieBble mytauuu, He obHapyskennsie B cu/IHK,
MMeJM HUSKYI0 aJUIeJIbHYI0 HArpysKy B IAHUarHoCTuue-
CKOM OHOICHHHON TKaHM. I/Icno.m)syﬂ Ty K€ MEeTOJAUKY,
D. M. Kurtz u coasr. [29] ycTaHOBHIM TPOrHOCTHUYECKY IO
uennocrs uccnenosanus co/lHK no nevenus n npu npo-
Benenun nevenus. [lokasana npsamas koppensuus mesxxmy
xouuenrpauueit collHK B 1 mn nnasmer u OB, a rakke
6eccobbrtuiinoii BeiskuBaemoctoio (BCB). Obnapysxeno,
uro koHuenrpauus co/lHK (npounssenenne myrannonnoi
aslesIbHOM Harpysku (B HosisiX OT 1) Ha KOHLEHTpALUIo
cu/IHK B 1 mst niasmer) no Havasna sedenns koppeaupyer
C MEX/YHAPOAHBIM IIPOrHOCTUYECKUM UHAEKCOM, OILYXO-
JIeBOIl MacCOil U réeHeTUYECKUM MOATUIIOM OILyXOJM Ipe-

nukropom BCs. Kpome toro, asropsr [29] npennoxunnn
ucnosnszosars npu [IBKKJI kpurepuu monexynspuoro
OTBETa HAa TEPAIMIO: PAHHUN MOJIEKYJISIPHBINI OTBeT (ABY-
KpPaTHOE JIOrapu(PMHUYECKOE yMEHbIIEHNE KOHLEHTPALUN
co/IHK nocae 1 nukaa repanuu), u 6051b110#1 MoJEKyIs1p-
ubii orBer (ymenbmenue xkonnvecrsa co/lHK na 2,5 no-
rapudma nocse 2 UKIOB Tepanum).

M. J. Frank u coasr. [60] uccaenosanu cu/IHK y 60m1b-
HBIX ¢ peaucteHTHbIM/pennausupytomwum (P/P) reuennem
JABKKIJI nocse repanuu numdonuramu ¢ XMMepHbIM aH-
THUT€HHBIM PELIENITOPOM U yCTAHOBUJIY, YTO KOHLIEHTPALIUSI
coJlHK no neuenns xoppenuposana ¢ OB u BIIB. B nan-
Hoit pabore y 70% GoOnBbHBIX, OTBETUBIIMX HA TEPAIUIO,
co/IHK ne obnapysxusanace ysxe uepes 7 qHeii nocse uH-
¢dysun. dpyrue nccneposanusa Gonpubix ¢ P/P JIBKKJI

MOKas3aJIM aHaJOrMvHbIe pedynbrartsl [61-57].

JIumdpoma ITHC

[lepsuunas nuddysunas B-kpynuoknerounas numdo-
ma [HTHC (ITABKKJI-ITHC) — sto peaxas (4 cayuas
Ha | msiH Hacesnenus B ron) u kpaiine arpeccusnas (6es
JeueHust OOJBHBIE yMUPAIOT B TeueHne 1-3 mec.) Hexon-
KKMHCKasi tumdoma, KoTopasi OOBIYHO JIOKAJMU3yeTCs
B apeHXMMe T'OJOBHOI'O MO3ra, CIMHHOM MOS3T€, JIEITO-
MEeHMHTreaJ bHbIX 060J0UKaX UJIU 3aIHUX KamMepax ri1asa
[68, 59]. Ilpumenenue uccnenosanus cu/IHK y Gomnn-
ueix [IJABKKJI-ITHC wusyueno B meHbwieidl cremenu
no cpasuenuo ¢ [IBKKJI, ognako munumanbuo nnsa-
auBHBIA noctyn k naronornveckoit JIHK ocobenno npu-
BJIEKATEJIEH IIPU [JAaHHOI HO30JOTUM, y4YWUTBIBAsSL TPYA-
HOJIOCTYINHYI0 JoKaausanuo omnyxoan. CyriecTBeHHON
ocobennocreio [IIBKKJI-ITHC sBaserca ee pacmo-
JOKeHWe ~— OIyXOJb 3alllMileHa remarosHuedaIn-
4ecKMM Oapbepom, U 9TUM OOBACHAIT ropasao bosee
nuskue xkoHuenrpauun co/IlHK B nnasme xposu y ra-
kux 60bHBIX O cpaBHenuto ¢ Gombabimu JIBKKJI [60].
ITpu srom xonunenrpauus co/lHK B nuksope y rakmux
6osbHbIX 3HauMTeabHO Bhie (B ~100 pas), uem B nuas-
Me KpoBM, M comocraBuma ¢ xoHueHrpaunueit co/[HK
nnasmel y 6oapnbix JIBKKJI [60-62]. Ucnonbsys num-
¢donanenn pas taprernoro BIIC, M. Fontanilles u co-
aBtr. [27] (34 numdoma-accouMMPOBAHHBIX MYTallMH)
u S. E. Yoon u coasr. [63] (54 numdoma-acconuuposan-
ubix myrtanuu) seiseuiu co/lHK B nnasme kposu nnwms
v 27 u 32 % Gonbubix [TJIBKKJI-ITHC coorsercTBenHoO,
B 1o Bpems kak J. Mutter u coasr. [60] npu nmomomu
cBepxuyscrBureasHoro BIIC nokasanu nanuume coll-
HK B nnasme xposu y 78% 6Gonpusix [TJIBKKJI-LIHC
u B tuksope — y 100 % GonbHbIxX.

Uccnenosanus ceasu xonuenrpanun co /lHK u cu/ITHK
C OILyXOJIEBOM Harpys3KOU OorpaHUY€eHBbI. Koppenﬂupm KOH-
nenrpaunu cu/lHK B nnasme xposu ¢ 06bemom onyxonun
obnapyskeHo He ObL10 [27, 63], ognaxo S.E. Yoon u co-
aBT. [63] mokasamu, uro konmuectso co/lHK B mnasme
KPOBU B 3HAYMTEJIBHON CTENEHU aCCOLUUPOBAJIOCH C OILy-
xoseBbiMm obbemom [63]. Temu >xe aBropamm Brepsble
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npopemoHcTpuposaHna cBsas3b Haanuus co/{HK B nnasme
kposu 1o seuenus ¢ OB u BI1B.

3HavyeHMe AMHAMMYECKOrO MCCJIEAOBAHMSI HAa Pasyind-
ubix oranax repanuu co/lHK/cu/IHK B nnasme n niuxsope
ONMCaHO JULIb B HecKoIbKuX nybnukanusax. C. Grommes
u coasr. [61] ouennnu co/IlHK B nuxsope y 9 Gosnbubix
mumdomoit IITHC, nonyuaBmux seyenne B pamkax KJu-
HUYECKOTO UCCIIEAOBAHMUS, B KOTOPOM M3y4asach adpex-
TUBHOCTb MOPYyTHMHUGA B KOMOMHALIMM C METOTPEKCATOM
u purykcumabom. [Ipu aTom y 7 GonbHBIX C MOMTHBIM OT-
Berom Ha jeuenue co/lHK mnocne neuenus ne Boisinena,
B TO Bpems Kak y 2 GonbHbIx ¢ nepcucrennueii co//HK
B JIMKBOpeE OTBeT Ha Jedyenue orcytcTsosad [61]. S. Bobillo
u coanT. [62] Tak>ke MokaszaJiy, 4TO MOBBILIEHHE KOHIIEHT-
pauuu co/lHK nnu nossiaenue co/IlHK B nuksope B npo-
Hecce Tepanuu OBLJIO ACCOLMMPOBAHO C Mporpeccueil sa-
6onesanus y 3 6onbubix aumdomoit [THC. J. A. Mutter
u coasr. [60] uccnenosanu co/lHK B nnasme y 28 60sb-
HBIX, MOJIyYaBIINX WMMMYyHOXMMHUOTEPAINIO, METOLOM
ceepxuyscruteasHoro BIIC. [Tokasano, uto y GosnbHbIx
¢ BoisBasiemoit Bo Bpems Jseuenus co/lHK noxasarenn
BIIB u OB snaunrtensHo Huske, yem y GOJBHBIX, y KOTO-
poix co/IHK He BrisiBnsinacs Ha nporsikeHuyn Beeit MHIY K-
LMW PEMUCCUM.

Myrauma MYDSES L265P xapaxrepua ansa [TJIBKKJI-
IIHC wu 70% cayuaes [64, 65].

OJ:[HOHyKIIeOTI/I,E[HbIe 3aMEHBbI SIBJISIOTCA XOPOIIMMH MU-

BbISABJISACTCS B

wensmu ansi mouutopunra co/lHK. Cpenu Gonbubix
C BBISIBJIEHHOM MyTalMell B OILyXOJIEBOM MaTepualie Me-
ropom kanenbHoi/Taq-Man nonmmepasHoil nenHoi pe-
akuuu (ITLLP) B cu/IHK nnasmer xposu MY DSES L265P
BbIsIBASIIACh B auanasdone or 33 mo 100% GonpHbIX,
a B cu/IHK sinksopa — o1 80 no 100% [62, 66—71]. Cpenn
BCeX OOJIBHBIX C FUCTOJIOTMYECKHU MO TBEPK/I€HHBIM JIUAT-
nosom [IJIBKKJI-LIHC myranua MYDES L265P B cu/IHK
kposu 6buta BoisiBiena y 40-83%, B cu/IHK nuxsopa —
y 60-94% Gonbubix [62, 66-71].

JIlumdoma Xomxkuna

JIX — arpeccusnoe B-knerounoe numdonponude-
patuBHOe 3aboseBanue, mopdosornyeckum cyberpa-
TOM KOTOPOTO SIBJISIFOTCSI KPYIIHBIE OILyXOJIEBbIE MHOIO-
anepuble kaetku Bepeszosckoro — Pupn — IllrepuGepra
(BPIII) u opHosinepubie — kaerkmn XomskkuHa. Ilpornos
npu JedeHuu B 1esom baaronpustHbiil. Ognako 60abHBIE
JIX uacrto mososke GONBHBIX APYTMMHU arpecCMBHBIMU
B-knerounsimu numdonponudepatrusasiMu  HoBOOOpA-
3oBaHUAMU. B CBA3M C 9TUM CHU>KeHWE WHTEHCUBHOCTH
XMMUOTEPAIINY Y JIyY€BOM HATPY3KH C LEJbIO IPEeIOTBPa-
HIeHUs TO3AHed TOKCUYHOCTU (AuTesnbHass caabocTs,
Gecrioue, OCTEOHEKPO3, yBeJIMYEHHME PUCKA PasBUTUS
BTOPOil OMyXOJM M J[p.) AJS HUX OCODEHHO aKTyasb-
Ho [72-76]. P/P Teuenume zaboneBanus, kak mnpasuiio,
caoxkHo moppaercst tepanuu. CyluecTByromme crpare-
ruu crpatuduKanu PUCKa U OLIEHKHU OTBETa Ha JieueHHe
OCHOBaHBI TOJbKO HAa KJIAWHUYECKUX OCOOEHHOCTSIX U WH-
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crpymentanbsioi Bugyanusauuu (I1IOT/KT) u ve nosso-
JSIIOT MPU UATCHOCTUKE BbBIAEIUTH OOJBHBIX C BBHICOKMM
PHUCKOM IIPOrpecCUpOBaHMs GOIE3HMU.

Brnepsele cu/IHK y Goapueix JIX wnccnemoBann
P. Vandenberghe u coasr. [37], BbisiBuBmINME y Gepemen-
HOM »KEHIUMHBI IpK npeHaranabHom ckpununre B cu/|HK
reHeTHYeCKUe abeppaluu, KOTOpble He ObLIM BBISIBIEHBI
NpU MCCJIEOBAHUU KapPUOTUIA KJETOK aAMHUOTHUYECKON
>KUAKOCTU 1 matepuHckux aumdonuros. [loaxe y 60ab-
HOU Obl1 BepuduunMpoBaH auarHos kiaaccuyeckoi JIX;
MOKa3aHa IMOJIHASl KOHKOPAAHTHOCTb T'€HETUYECKUX aJlb-
repaunii, Boisgsaenabix B ciu/IHK n B knerkax BPILI.

B panbueiiinem npocnexkrusno usyumau cu/IHK me-
TOAOM MACCHUBHOIO MAapaJJIeIbHOIO CEKBEHUPOBAHUS
y 9 Gonpubix JIX u cpaBHWIM BbISIBIEHHBIE M3MEHEHMSI
¢ reHeTmyeckumu Hapyenusimu B kaerkax BPII, mox-
TBEPAWB MOJHYI KOHKOPAAHTHOCTb. OTO HCCJEAOBAHUE
[OCJLy)KWJIO IEPBBIM [OKa3aTeJbCTBOM BO3MOYKHOCTHU
onpeneseHUs
xueroxk npu JIX cexsenumposanmem cu/IHK. Ilokasano,
uro koHuenrpauus cu/lHK B niasme kposu y GonbubIx
JIX Bble B 2 pasa 1o CpaBHEHMIO CO 30POBBIMU JIMLA-

reHeTUYEeCKNX aHOMAaJINKI OITyXOJIEBBIX

mu [77]. Hecmorpst Ha masioe KOJMYECTBO OILYyXOJEBBIX
kiaerok (Bcero 0,1-2%) B cymmapHo#i omyxoJsieBoii macce
npu JIX, coornomenune xommnuecrsa co/lHK ¢ pannomno-
ru4yecKod maccoi omyxonu takoe ke, kak npu JJBKKJI,
rae o6bem OIyXosIeBbIX KJIeTOK moskeT mpesbimats 50 %
[38, 78]. Oror dakT MOXKET CBUAETEILCTBOBATD B IOJIb3Y
Gosbirero BoicBoboxk nenus onyxosesoit JJHK knerkamu
BPIII no cpaBrenuio ¢ onyxonessimu kiaerkamu JIBKKJL
Yacras ogHOBpeMeHHAasl 9KCIIPECCHSs KaK NMposngepaThs-
HBIX, TAK M AIONTOTUYECKUX MapKepos Ha kiaetkax DPIII
U HaJMuue Hekposa B obpasuax 6uoncuu npu JIX non-
TBEPIKJAIOT NPE/IOJOKEHUE O TOM, YTO AKTHUBHAS IPO-
nnd)epaunﬁ KOMIEHCUPYETCSI BbICOKOI IMOTepel KJeTOK
BPIII B peaynbrare anonrosa nau nHexkposa [37].
[enomuble wmccienoBaHuMs  COMATHYECKUX — MyTaLUR
npu JIX orpaHu4eHbl HECKOJIBKMMU MCCJIEIOBAHUSIMY,
B KOTOPBIX HCIOJIb30BAJIMCh MUKPOAMCCEKLUS C Jasdep-
HBIM 3aXBAaTOM WJIU IPOTOYHAs cOpTUpoBKa Kiaetox BPIII
u3 nepsuunbix omnyxoseil [79]. Panee Gwiio mokaszawo,
aro myraunun XPOIE571K Beissasnuce y 60abHBIX IEpBUY-
Ho meaunactuHanabHoit mumdomoit (ITMJI) B 25 % cayua-
eB u 6bun xapakrepusbl agst P/P reuenus [80, 81], onnaxo
KpaiiHe penko BoisBsAUCH y 6onbubIx JIX, naxe B copru-
POBaHHBIX OILyX0JeBbIX KiaeTKax [82]. YuursiBas kpaiine
MaJjloe KOJMYECTBO OIyxoJeBbix kietok npu JIX —
or 0,1 1o 2% or Beeit maccer onyxonnu [83], uro sarpynus-
et renetrudeckue uccienosanus xkiaerok BPII u tpebyer
NPUMEHEHUST BBICOKOYYBCTBUTEIBHBIX METOJOB, & TAKIKE
TOT PaKT, 4TO KJIAUHMYECKUE OCOOEHHOCTHU TedyeHus 3a0o-
JIEBAHUS 1 HEKOTOPbIE FeHETUYECKNE AHOMAJINU B OILY XO-
aesbix xierkax npu [TMJT u JIX, rakue xak myranuu B re-
nax SOCSI, PTPN [84] u STAT6 [85], cxonupr, V. Camus
u coast. [35] TapreTHO McCcIen0BAaNIM MYTAaLMIO FeHA 9KC-

nopruna 1 (XPOIE57IK) s cu/IHK y 94 6onpubix JIX BbI-
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COKOYyBCTBUTENbHBIM MeTotom — kaneasnoit [TLIP [35].
Myraumnsa XPOIE57IK 6bina soiasnena y 24,2 % 6GonpHbix
B OMonTarax OIyXOJH, KOHKOPAAHTHOCTb BBISBJIEHUS MY-
TALMU B [1JIa3Me U OILy XOJIEBBIX OMonTaTax Oblia 3BHAYMMOH,
0oJIbHBIE HA MOMEHT JUATHOCTUKU He OTJUYAJINCh ITO KJIH-
Huveckum xapakrepuctukam. Obuapysxenne XPOIES7IK
B cu/IHK mocne neuenus Gbiio cBsisaHO CO 3HAYUTENb-
Heim cHioxeHuem asyxsetned BIIB (67,1 %) mo cpasne-
HUIO ¢ orpunarensHeimu peayiasraramu (67,1 % nporus
90,5 %), 4TO MO3BOINIIO MPEANOTIOKUTD TOTEHIINAJIBHY 0
sHaunmocThb ucnoanszosanus cu/lHK nns onenxku munu-
MaJbHOH ocTaTouHoi 6osesnu npu JIX.

L. Buedts u coasr. [86] u L. Raman u coast. [87] npose-
au nosiHoreHomHoe ceksennposanue cu/IHK y 6onpabix
JIX (7 = 38 u n = 177 coorsercTerno). ¥ 90% GoapHBIX
ObLIM BBISBJIEHBI PasjIMYHblE I'eHETHYeCcKue abeppauuu
[86], noxasana cesse xkonuenTpaunu co/lHK co cragueit
3abosieBaHUsl, 0OOBEMOM OIMYXOJH, MY>KCKUM [OJIOM, IO-
BBILLIEHMEM CKOPOCTH ocefanus spurpouurtos. [lokasano,
uro nepcucrenuus col/lHK 6pina accouumnposana c pe-
uuausom sabosesanus [86, 87]. S.Sobesky u coasr.
[88] ycranoBuan, yro panuss xkumueruka co/lHK scero
4yepe3 | Hen. mocse Havasa JeYeHMS SBIISETCS MPEAUK-
topom peuuausa npu [1OT-nerarusnom cratyce [88].
Ananornunbsim o6pasom y OGOJBHBIX, JOCTUTIIMX B pe-
dyJbrare JiedeHUsi yMmeHbiueHwusi coupeprkanusi co/[HK
Ha 2 u bonee jorapudmMUUECKUX 3HAYEHUS, B OT/EIbHBIX
cilyuastx HabJIIoal0TCsl OJIArONPUSITHBIE UCXO/BI HE3ABU-
cumo or craryca [1OT [38, 88, 89].

Takum 0Opasom, HAKONJIEH 3HAYMTEJNbHBIH 00bEM AaH-
ueix o ciu/ IHK u co/IHK y onkoremaronornuecknx 60sp-
ueix. [lomumo Goapaex JIBKKJI, TTJIBKKJI-ITHC, JIX
[20, 22-25, 27-30, 35-38, 90], cu/IHK wnccremosana
npu domnukynspaoit mumdome [31-33], manTuitnoke-
tounoit numdome [34], nepudepuueckoit T-kaerounoit
numdome [39, 40], muoskecrsennoit muenome [21, 91, 92],
Ph-neratusneix muenonponudeparusubix HOBOOGpaso-
Banusx [93], makpornobynnnemun Banbaencrpema [94],
MMEJOANCTIIIACTUYECKOM CUHAPOME, OCTPOM MHUEJIOULHOM
aerikose [95, 96] u ap. IlpeumymecrBom uccnenoBanus
cu/IHK naasmbr asaserca npocrora nonyuenus (Jrerxko-
AOCTYMHOM MPU MaJOMHBA3UBHOM BMEIIATEIbCTBE), BO3-
MOYKHOCTb MHOTOKPATHBIX MOBTOPHBIX M AMHAMUYECKHX
VICCIIEIOBAHUM, BBICOKAsI CTENEHb COOTBETCTBUS OILYyXO-
JIeBBIX MAapKepoOB, BbISIBJIEHHBIX B MmaTepuase OUONCUU
u B cu/IHK, koppensinus ¢ BexuBaemocrtsio. Bee atu
XapaKTepuCcTUKU mnossossiior paccmarpusars  cu/JHK
KaK Ba>KHbIH OOBEKT MUCCJIEIOBAHUS IPU OILYXOJIEBBIX 3a-
GosleBaHMSAX KPOBH, MPOTEKAOIUX 6e3 MoparkeHUs! KOCT-
HOI'O MO3ra U KpOBH.

Onnaxko us-3a maaoro koaudecrsa cii/JIHK (1 Tem 6onee
co/IHK) B nnasme xpoBu (3 3 ms1 KpOBM MOYKHO BbIfe-
autb ~12 wvr cu/IHK) nua nccnenosanmsa atux mosexyan
TpebyI0TCS BBICOKOUYBCTBUTEAbHBIE U crieltudUYHbIE Me-
TOJbI, & TAK>Ke 0CODble yC/I0BUsl 3a00pa KPOBU U CPOYHAsI

[OCTaBKa B 1abOpaTopuIo 115 OBICTPOi 06paboTku mare-
puasa (n1asma AOJIKHA ObITH OTJEJIeHA OT KJIETOK KPOBU
B Teuenue He Gosee 6 u [97]). Munumanbubliit 06bem Kpo-
BU, KOTOPBIA TpeOyeTcs 1151 BbIAEIEeHU s aleKBATHOTO KO-
anuecrsa ciu/IHK, — 10 mu, us koTopbix mo>kHO nonyunrs
4—6 ma naasmer [97-100]. JaurenbHoe xpanenue Kposw,
MHTEHCUBHOE MepeMelInBaHie KPOBU B TPOOUPKeE € aHTH-
KOAryJ/IsIHTOM IocJie 3abopa, TOHKME UIJIBbL [J151 BEHO3HOTO
AOCTyIa MPUBOASAT K PaspylLIeHUIO KJIETOK KPOBH, MOBbI-
mwenuto koHuenrpanuu renomuoit JJHK B niasme xposu
u perpagauuu cu/IHK [97]. Haunbonee npuemnempimu
meromamu aas uccaeposanus cu/lHK asasiorcs mero-
abt ¢ npumenenuem [1LIP (annens-cnenuduunas ITLIP
u nudposas xanensnas [11[P) u BIIC [101]. B xauect-
Be MUILIEHU [UISI MCCJIEAOBAHMSI MOTYT MCIIOIb30BATHCS
Te K€ MapKepbl, KOTOPbIE IPUMEHSIIOTCS IIPU JAUATHOCTUKE
Ha OILyXOJIEBOM MaTepuaJie: OJHOHYKJIEOTHUHbIE 3aMEHB,
KOPOTKME MHCEpLUM/IeIeiNY, XUMEPHbIe TPAHCKPUIITHL,
T- u B-kaerounas xaonansnocts, STR-npodunu (short
tandem repeat — KOPOTKHE TaH/AEMHBIE IOBTOPBI) U AP.
Meronnt ¢ npumenenuem [1LIP skonomuuecku apdex-
THUBHBI, TIPOCTBI B MCIHOJb30OBAHUM, JAIOT OBICTPBIA pe-
3yJIBTAT, OIHAKO Yallle BCErO MPUTOAHBI [J1s1 OIPeeIeHUS
TOJIBKO OAHOW MUILEHU U MOTYT CJLy>KUTb /ISl KOHTPOJISI
MUHMMAaJIbHOM OCTAaTOYHON OOJIE3HM HA Pa3JIMYHBIX dTa-
nax tepanuu (Hanpumep, MY DSES L.2656P npu I[TJIBKKJI-
IHHC, ABKKJI), no ne nas wucciaenoBaHus reHeTude-
CKOM Te€TEPOreHHOCTH OIyXOau. JyBCTBHUTENBHOCTH
merona He mnpesbimaer 0,6%, T.e. MOXHO BBISIBUTDH
1 dparment rtaprernoit co/I[HK na 200 dparmenrtos
cu/IHK. YyscrBurensnocrs saBucur or mmuubr JTHK-
ITLP. Micionssosanue xoporkoit JIHK-
mumenn (80-100 m.u.) B IT1{P mossonser Gomee Touno
onpepensts pomo uesesoit JJHK, ocobenno B konrekcre

MUIIIEHU B

anasnusa co/lHK B obpasue, B To Bpemsa xax I1L[P Gonee
[AJIMHHBIX TAPreTHBIX MOCJIEA0BaTeNbHOCTEN 0becrneunBa-
et BoisBaenue aumb yactu (20—-40%) nenesoit cii/IHK
[100]. Texnonorus BIIC nossoasier BBINOJIHUTL MaccoBoe
napaJenbHoe cekBeHnposanue mouekya cu/HK.

B kadecTtBe yHUBepCAJBHON OILyXOJIEBOM MHUIIEHU
nas ouenku MOB npu B-kaerounbix numdomax moryT
HCIIO/IB30BATHCS KJIOHAJIBHBIE PEeapaH > XUPOBKU I'eHOB /g.
Nccnepnosanne mnepectpoek reHoB /g mo»keT ObITb BbI-
nosneno npu nomowm BIIC, a taxkske npu momowwm ITL[P
C mocseAy oMM (PparmeHTHbIM aHaan3om. JyBeTBUTE b
HOCTBH 9TUX MeTOHoB cocrtasisieT ~1—5%. YaureiBas ornu-
CaHHYIO BbILlIE€ 1yBCTBUTEJBHOCTb METONOB ISl UCCJIEN0-
sanus cii/lHK 1 ocobole TpeboBanus k kposu, U3 KOTOpO#H
6yner Boinonneno Boigenenue cu/IHK, k orpunarensho-
my pesyabrary uccaenosanus co/lHK cnenyer ornocurs-
csi ¢ GOMBIIOH HACTOPOKEHHOCTHIO.

OrpunarebHbIN pe3yJsbTaT MOXKET CBUAETE]bCTBOBATH
00 OTCYTCTBUM OILy XOJIH, OJJHAKO HEJIb3sl UCKJIIOUHTh:

[PUCYTCTBUE OILYyXOJIEBBIX OYAaroB B HAa4vaJIbHOU CTa-
auu pocta 6e3 pazpylleHUs KJIeTOK;
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. Bepoarnoctb perpaganuu cu/lHK no dparmenros
CJMIIKOM MaJIoro pa3mepa, HeJOCTATOYHOTO /15l BbIsIBJIe-
HU S TOTO MJIM MHOTO MOJIEKYJISIPHO-TEHETUYECKOTO Tapre-
ta [100];

- usbbrrok renomuoii cu/IHK (Bocnanenwne, cocymecr-
BYIOIIMH ayTOMMMYHHBIH MPOLECC, XMMUOTepaneBThYe-
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cKoe BoaaedcTBHe Ha 3poposble kiaetku u ap. [102-105])
WJIM HENpaBUJIBHBIE YCJIOBUSI 3a00pa KPOBU M TPAHCIOP-
TUPOBKU B J1a0OpaTOpPUIO.

[Tono>xuTenbHBIA pe3ynbTaT CBUAETENBCTBYET O HAJIU-
YU OMyXOJU U MOYKET OBbITh UCHOJIb30BAH AJISl AUATHO-
CTUKU U ONpefie/IeHU sl IPOrHO3a.
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HAPYIIEHUSA TEMOCTA3A, ACCOUMMPOBAHHLIE C ITPOBEJEHUEM
TEPAIINN T-TUMOOILIUTAMU C XUMEPHBIM AHTUT'EHHBIM
PELEIITOPOM

Tancran LM%, Koctiok [.10., Hanbanasn C.A.

OTBY «HaunoHambHIN MEAUMHCKHMIA HCCIBROBATENLCKMIA LEHTP rematonormms MutnctepcTsa snpasooxparenis Poceuiickoit Penepaumy,
125167, 1. Mocksa, Poceuiickas Penepaups

BN PE3IOME

BeepeHue. Tepanus T-numbountamm ¢ xumepHbim aHtureHHsim peuentopom (Chimeric Antigen Receptor T-Cells, CAR T)
asnsetca 3GdEKTUBHBIM METOLOM nedenns peunansos/peancterTtHeix dopm (P/P) numdonponudbepatnerbix sabonesa-
H11. HapylweHus remoctasa moryT ocnoxHsats CAR T-knetounyto Tepanuio.

Llenb: paccMoTpeTb HapylueHus remoctasa, BosHukatowme npu nposegeHnn CAR T-knetouHoi Tepanmu.

OcHosHble cBepeHus. Npu CAR T-knetouyHo Tepanmm BO3HUKAIOT HOPYLUEHWS KOK TPOMBOLMTAPHOrO, TAK M MAA3MEH-
Horo 3BeHbes remoctasa. CAR T-accoummnposanHas TpombounToneHus moxet 6biTb panHen (o1 O go +30 gws), nosaHeit
(ot 31-ro go 90-ro gns), nepcuctupytowen (nocne +90 gHa). [lns nedeHns NPUMEHSIIOT KOK TPAHCPY3MM KOHLEHTPATOB
TPOMBOLMTOB, TAK U B pPsife CNy4yaeB aroHUMCTbl TPOMBONO3TUHOBLIX peuenTopos. KoarynsunoHHbie HaOpyLWweHWs Nposens-
IOTCSl KOK reMOPPArMYeckMM CUHAPOMOM, TAK U TPOMB03MBONMYECKUMM OCIOKHEHUSIMHU. TAKTUKA reMOCTATUYECKOM M aH-
TMKOArySIHTHOM Tepanuu Ao CUX Nop He paspaboTaHa.

Kniouesblie cnosa: T-numdoumnTsl ¢ xumepHbim anTurerHsim peuentopom, CAR T-knetku, runodubprHoreHemms, Koarynonatms, Tounnmaymab, Tpomboum-
TONeHMs

KoHpnukT nHtepecos: AsTopsl 3a881910T 06 OTCYTCTBMM KOHGNMKTA MHTEPECOB.

®DuHaHcnposaHme: PaboTa He MMeNna CnoHCoOPCKoi NoAAePXKU

Ansa umtmposanus: [anctan M., Koctiok 11O, Hanbaraan C.A. HopyweHus remoctasa, accouMMpoBaHHbe C NPOBEAEHWEM TEPANUU T-TUMPOUMTAMM
C XMMEPHbIM QHTHUTEHHBIM peLenTopom. lemaTonorus u Tparcdyamnonorus. 2025; 70(3):396-407. hitps://doi.org/10.35754,/0234-5730-2025-70-3-396-
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I HEMOSTASIS DISORDERS ASSOCIATED WITH THERAPY
WITH T-LYMPHOCYTES WITH A CHIMERIC ANTIGENIC RECEPTOR

Galstyan G.M.*, Kostuk D. Yu., Nalbandyan S.A.

National Medical Research Center for Hematology, 125167, Moscow, Russian Federation

BN ABSTRACT

Introduction. Chimeric Antigen Receptor T-cell (CAR-T) therapy is an effective treatment for relapsed/refractory (R/R) lym-
phoproliferative diseases. Hemostasis disorders can complicate CAR T-cell therapy.

Aim: to examine hemostatic disorders arising during CAR T-cell therapy.

Main findings. CAR T-cell therapy leads to disorders of both the platelet and plasma components of hemostasis. CAR T-as-
sociated thrombocytopenia can be early (from day 0 to +30), late (from day 31 to 90), or persistent (after day +90). Treatment
involves both platelet concentrate transfusions and, in some cases, thrombopoietin receptor agonists. Coagulation disorders
manifest as both hemorrhagic syndrome and thromboembolic complications. Guidelines for hemostatic and anticoagulant

therapy have not yet been established.

Keywords: T-lymphocytes with chimeric antigen receptor, CAR T-cells, hypofibrinogenemia, coagulopathy, tocilizumab, thrombocytopenia
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BBenenue

[Tposenenue rtepanuu T-numdouuramu ¢ xumepHbIM
anturenubim peuentopom (Chimeric Antigen Receptor
T-Cells, CAR T) asasercs addextusnbiMm meTomom Je-
yeHus peunuausos/pesucrentoix ¢gopm (P/P) numdo-

CAR T-knerounas

Teépamus COBEpIINJAa IMEepeBOpPOT B JICHECHHNH JII/IM(i)OHPO-

npoaundepaTUBHbIX 3aboseBaHMIA.

audepaTuBHBIX 3a60JeBaAHUH, TO3BOJISASL JOCTUYD yCIexa
B CUTyalMsX, IPYU KOTOPBIX PAHBLIE 9TO CYUTAJIOCH HEBO3-
moxxHbiM. llpu meraananuse 8 panmoMH3MpPOBAHHBIX
nccaeposanmii npumenenus antu-CD19 CAR T-kaerox
y 2372 Goabusix ¢ P/P dpopmamu B-kpynnoxaerounsix
aumdom yacToTa o0LIero OTBeTa, KOTOPBIA OMpeescs
KaK 4acTUYHAs WJIM [OJIHASI peMuccus 3abosieBaHusl, Ba-
peuposasa ot 37 % no 80% [1], a npu P/P dopmax num-
dbom c osneuenuem [{HC o6muii orser Ha Tepanuio aHTH-
CDI19 CAR T-knerxkamu 6611 gocturuyt B 71% cayuaes
[2]. CBoeobpasHoii «n1aToii» 3a BBICOKY0 9¢p(peKTUBHOCTD
SABJISIETCSl BOSHUKHOBEHHME Yy GOJIBHBIX TAKMX CEPbe3HbIX
OCJIO’)KHEHU, KaK CHUH/POM BBICBOOOK/EHUS IIUTOKMHOB

(CBLI) nay ¢ MMMyHHBIMM KJIETKAMM aCCOLMUPOBAHHBIM
neriporokcnuecknit cunapom (MKAHC), koropsie pern-
cTpupoBaJu, cooTBeTcTBeHHO, y 36-93 % 1 40—62 % Gonb-
ubix [1] [3]. Menbiue Buumanus yaensercss HapyLIeHUsIM
remocrasza, accouunpoBanabim ¢ CAR T-xknerounoit re-
panueit. Ognako BosHukarwwue nocse nposeaenuss CAR
T-ks1eTOUHOI Tepanuu paccTpPOHCTBAa remMocTasa BO MHO-
rOM MOTYT OIpe/ieUTh CyAb0y GoabHOTO.

Ileas nacrosmero obsopa — paccmMoOTpeTb Hapylue-
HUs remocTasa, BosHuKawomue npu nposeaennn CAR
T-xknero4yHoit repanuu.

Lemoppazuueckuii curndpom npu CAR T-kaemounoi
mepanuu

CymmapHas yacToTa KPOBOTEUEHUH B TE€YEHHUE MEPBOrO
mecsaua nocae CAR T cocrasnser 32,8 %, a mennana spe-
menm ux Havasaa +/ aenb (0-28 nueitr). Cpenn Hux vacro-
Ta yMEPEHHBIX M MACCHBHBIX KPOBOTEYEHUI COCTaBUJIA

12,5%. [4]. ¥ 12 (9,4 %) us 127 6onpubx B-ocTpbim numdo-
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onactabim aeiikoszom (B-OJIJT) nocie CAR T-knerounoit
repanuu mexay 8-m n 30-m gHamu (mepmana 17,6 nusa)
PasBUIIMCh KPOBOTeueHUsl. DosbHBIE ¢ KPOBOTEUEeHUAMU
Obl1u crapiue, umesnu GoJsiee BbIpaskeHHbIe TPOMOOLUTO-
neHuto u runopubpUHOreHeM IO, YAJIUHEHNE TPOTPOMOU-
Hosoro Bpemenu (I1B), 6osnpuryro akTusHOCTB TaKTaTAEIU-
nporenasst (JI/II') B coiBopoTke, Gosblure KOHIEHTpaLUU
unrepaeiikuna (M1JI)-6, NJI-10, kpome toro, MKAHC
>3- craguu aCccoLMUPOBAJICS C MOBBILIEHHON KPOBOTOYM-
socteio (50% nporus 15%, p = 0,01) [5], a Taksxe ¢ Goaee
BbICOKMMU 3HaYeHusiMu D-pumepa, 1J1-2, 11JI-10 u Gosee
HUBKMMU 3HAYEHUSIMU MOHOIIMTOB B T€YEeHHEe MecCsIia Io-
cine CAR T-xknerounoit repanuu [4]. Yeranosnena koppe-
LU MeXAY KyMyJISITUBHOM 4aCTOTOM 3MM30/10B KPOBO-
TeueHU I M HUBKUM KOJUYECTBOM TPOMOOIIUTOB Ha +7 1eHb,
a Tak>Ke MOBbIIIEHHbIM cofiepkanuem D-numepa na +14-i
neub [4]. Ilpu onnodakropHom ananuse GosbHbIE C MO-
BBILIEHHBIMU Nepes Jumdonenenyeil KOHIEHTPaALUIMU
C-peaxrusnoro 6eaxa (> 48,89 mr/n), NJI-6 (> 7,49 nr/mn),
NJI-10 (> 7,98 nr/ms) nmenn Gosee BBICOKMI PUCK pas-
BUTHsA KpoBoTeueHMi. [Ipu muorodakropHom ananuse
Hauboslee 3HAUYMMBIM OKasajoch moseimenue VIJI-10 >
7,98 nr/ma (ornomenue mancos (Oll1)=13,98, 95% nose-
pureasnbii uarepsaa ([AN) [2,03-94,36], p = 0,007) [4].
@aKTOPOM pUCKA Pa3BUTUSI FEMOPPATMYECKOr0 CHUHAPO-
ma npu CAR T-kserounoil Tepanuu okasasocs BbICOKOE
3HAYEHME MH/IEKCA 9HIOTEIUATbHON AKTUBALIMU U CTPEC-
ca (endothelial activation and stress index, EASIX). [4].
OTOT MHJEKC UCIIONb3YIOT NPY TPAHCIVIAHTALMY AJ1JI0T€H-
HBIX EéMOIO3TUYECKUX CTBOJIOBBIX KJIETOK JJISI IIPOTHO3a
Pas3BUTHS PEAKIIMU «TPAHCIJIAHTAT NPOTUB X03siMHa» [0].
On npeacrasasier co6oit npousseaeHMe:

EASIX=JIAI" x kpearnnun x TLI,

rae JIII' — akTuBHOCTB aKTaTAErMAPOreHA3bl CHIBOPOTKHU
(En/n), kpeatnnnn — koHueHTpauus KpeatmHuHa (Mr/mm),
TLl — xonuuecrso Trpombonuros (10%/1) [6]. Cospan Taksxe
mopudunuposannwii uuaexc EASIX nns nmpornosa pas-
Butusa CBLL u MKAHC, B xoropoit konuentpanusa xpea-
TUHMHA 3aMeHeHa Ha KoHueHTpauuio C-peakTuBHOro benka
[7]. Puck xpoBoteuenus nosbien y Goabubix ¢ EASIX >
7,65 (Ol = 5,06, 95% [ [1,38-18,57]).

Bonpoc o Tom, Bamsier M BesMUMHA OILyXOJIEBOM Ha-
rpysku nepen nposegeHuem CAR T-knerounoit repa-
UM Ha YaCTOTY Pas3BUTHUsI F€MOPPArMYECKOrO CUHAPOMA,
ocraeTcsi OTKpBITHIM. B mccienoBanuu, B kotopoe 6bLIM
BryroueHb! 19 6osnbuabix B-OJIJI u 37 GonpHBIX HEXOMIK-
KMHCKUMU TUMEPOMAMU, He HAILJIU CBS3U MKy BEJTUIH-
HOW OILyX0JIeBO# Harpysku B koctHom moare nepex CAR
T-kseTOYHOM Tepanueil n 9aCTOTON Pa3BUTHUS KPOBOTEYE-
nus [4]. B o sxe Bpems B 210l pabore aBropsl [4] ycTa-
HOBMJIM, YTO KOJUYECTBO OJACTHBIX KJIETOK B KOCTHOM
MO3re IMOJIOKUTEJIBHO KOPPEJMPOBAIO C yAJIUHEHHEM
I1B (= +0,63; 95% AU [0,18-0,82]; p = 0,010) u orpuna-
TEJBHO C HUBKMM KoJMuYecTBOM Tpombouutos. MosxHo
[PEe/II0JIaraTh, YTO He BCE HAPYLIEHUS] FeMOCTAa3a peallu-

30BAJIUCh B KJIMHHUYECKM 3HAYMMble KPOBOTEYEHMS, TEM
Gosiee y 6ONBHBIX HEXOKKUHCKUMU TUMPOMAMU [JATEKO
He Bcerja ObLIO MOpa’keHUe KOCTHOrO MO3ra, M oIpefe-
JUTb y HUX TAKOW MapameTp, KaK «OILyXOJeBasi HATpy3-
Ka», daTpyaHuTtesasHo. Heckonbko npome aTo okasanocs
c/ienarb y GOJbHBIX MHOYECTBEHHONH MUEIOMOH, y KOTO-
PBIX 3a OIYXOJIEBYIO0 HArPYy3Ky OBLIO MPHUHSTO KOJWYe-
CTBO MJIA3MATHYECKUX KJETOK B KOCTHOM Mo3re. ¥ 00Jb-
HBIX MHO>KeCTBEHHOU muesnomoi npu nposegennn CAR
T-keTOYHOM Tepanuu CHUHAPOM AMUCCEMUHUPOBAHHOTO
sBaytpucocyaucroro cseproiBanus ([IBC) passusasncsa
3HAYMTEJBHO Yalle Npy OOJIbLIEM KOJIMYECTBE IIa3MaTH-
yeckux kjaetok B koctHom moare (p = 0,008, orHowenne
puckos (OP) = 1,039, 95% /I [1,010-1,069]). [8].

Takum obpasom, remopparuyecKuil CUHPOM BO3HUKAJ
KaK BCJIEJCTBHE TPOMOOLIMTONEHNH, TAK U KOATYJIONATHH,
acconuuposannbix ¢ CAR T-xknerounoit repanmeit. Puck
KpOBOTeYeHU sl HanboJlee BBICOK B TeYeHUE MEePBBIX MeCs-
ues nocsie CAR T-knerounoit repanuu [9].

CAR T-accouyuuposannan mpomboyumonenus

CAR T-accounmuposannas rpombounronenns (CAR-AT)
BBI3BIBAET [OMOJHUTEIbHbBIE OCJOMXHEHUS, CHUYXKAEeT Ka-
gectso >xusuu [10]. Tpombonuronenus < 150 x10%/n pe-
rucrtpupyercst y 86% 6Gonbubix [11]. Opnako B pasubix
nccnepoBanusx dacrora CAR-AT ormuuaercs (taba. 1).
Yeranosnena Koppessinus MeXX/1y BbIPAXKEHHOCTBIO TPOM-
GouMTONEeHUN M YaCTOTON SMU30A0B KpoBoTeueHus [4],
YTO MMOATBEPIKAAETCSI MyJIbTUBAPUAHTHBIM aHaiusom [5].

Tpombouuronenus npu CAR T-knerounoit tepanum
uMeeT, Kak npasuio, aByxdasHoe teuenue. Pasnuuaror
pannioio CAR-AT, manudecrupyrouryo B pannue cpo-
ku nocie undysuu CAR T-knerox u perucrpupyemyio
no +30 musa, u nposonruposannyo CAR-AT, coxpa-
ustomytocst B cpoku ot +30 mo +90 mua. Ecan nospusis
CAR-AT coxpansiercs nocse +90 nus, To ee obosnaqaror
kak nepcucrupytouyto rpomoonuronenuo. CAR-AT mo-
JKET UMETh Pas3Hyl0 9THOJIOTHIO, IATOT€HE3 U Pa3anYHbIe
noaxons! k aeuenuto [10, 19, 11].

Yuaureisas, yro CAR-AT paccmarpuBaercss kax mnpo-
SBJEHUE TIeMaTOJOrMYeCKOH TOKCMYHOCTH, paspaboTa-
Ha mKasna «[pombouuTOneHMs ¢ MMMYHHBIMHM KJETKa-
MM aCCOLMUPOBAHHOW IeMAaTOJIOrMYECKOR TOKCUYHOCTU
T-MUKATI'T»> (Thrombocytopenia — Immune -effector
Cell-Associated HematoToxicity, T- ICAHT) [19], koro-
pasi yYUThIBAET BbIPAYXKEHHOCTD, INLyOUHY U UTUTEIbHOCTD
TpombouuTonenuu (tabs. 2).

Pannsis CAR-AT uvaie Bcero BrisbiBaercs numdonenie-
tupyoueil Tepanueil nepen seegennem CAR T-kuerox,
ee BoIABASIOT B 46 % ciyuaes cpasy nocie numdonene-
nuu [11] (puc. 1). Onnako ona mosker GbITH 0OycCIOBIE-
Ha Tak>Xe I/IH(ioeKuI/Ief/i, NPOBOAM MOM aHTMGaKTepmaanoﬁ
Tepanueli, remodaronuTapHbiM JUMEOTUCTUOLUTOIOM,
aCCOLMUPOBAHHBIM C UMMYHHBIMU 9 (PEKTOPHBIMHU KJIET-
Kamu, ObITh MPOSIBJEHMEM I'€MaTOJOrMYeCKOH TOKCUYHO-

ctu CAR T-kaerox [10] (puc. 1).

398 | TEMATONOTAS M TPAHC®Y3MONOTAS | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2025; 70(3): 396-407 |



| OB3OPbI JINTEPATYPbI | REVIEW ARTICLES |

Tabnuua 1. Yactota CAR-AT
Table 1. frequency of CAR-AT

Tpombouutonenus / Thrombocytopenia

Yycno 6onbHbIX

G N oo | ook |3 dcmen
n (%) n (%)
ZUMA-1 [12] Zﬁg D“;'gf” 101 50 (58) 38 (38)
JUILIET [13] ZégngKc'f" 1 14 13) 13(12)
TRANSCEND [14] ’émfs"éggf 117 58(50) 48 (41)
ZUMA-2 [15] gﬁg fﬂ'é’f‘ 68 50 (74) 35 (51)
ELIANA [16] i 75 : 415)
KARMMA [17] gﬁ; mm 128 81 (63) 67 52)
CARTITUDE [18] gﬁg mm 97 77 (79) 58 (60)
Fried u coasr. [11] Zﬁg zﬁf'le%";/ﬁ"” 38 28 (80) 8 (23)
T-ICAHT [19] e e 744 491 (66) 168 (23]

Mpumeyanus: IBKKJ1 -aud dysHas B-knetounas kpynHoknetounas numpoma, JIKM — numpoma us knerok mantum, MBKJ1- menkoknerounas B-knetounas
numéoma, B-OJIJT — B-knetouHbiii octpbiii numbobnactHbiit neiikos, ®J1 — ponnukynspuas numepoma, XJIJ1 — xpoHuveckuin numoneiikos, MM —

MHOXecTBeHHas muenoma, P/P — peuuausupyiowas/pesucrentHas popma, HXJ1 — HexopxkuHckas numdoma.
Notes: DIBCL — Diffuse Large B-cell lymphoma, MCL — Mantle cell lymphoma, SCBCL — Small Cell B-Cell lymphoma, B-ALLB — Acute lymphoblastic leukemia, FL — Follicular
lymphoma, CLL — chronic lymphocytic leukemia, MM — multiple myeloma, R/R — relapsed or refractory form, NCL — Non-Hodgkin lymphoma.

Ta6nuua 2. Wkana T-MKATT npu nposeaermnn CAR T-repanim [19]
Table 2. T-ICAHT grading

T-UKATT Crenenb / Grade

Pannsas T-UKATT (c O go +30 gHa)
Early T-ICAHT (days 0-30)

1 2 3 4

Tpom6ouutsl <50 x 10°/n
PLT count <50 x 10°/1

1-6 pHen
1-6 days

Tpom6ouutsl <20 x 10°/n
PLT count <20 x 10°/1

214 gHen
>14 days

1-13 gHen
1-13 days

Nosgnaa T-UKATT (c +31 go +90 gHs)
late T-ICAHT (days 31-100)

Tpom6ouutsl <100 x 10°/n
PLT count <100 x 10°/1

Tpom6ouutsl <50 x 10°/n
PLT count <50 x 10°/1

YA\
JER—
ol - |
Q
=

Tpom6ouutsl <20 x 10°/n
PLT count <20 x 10°/1

214 gHen
>14 days

1-13 gHen
1-13 days

Ecmu MMpOaHa/JIU3UupPOBaTh Tp0M60unTone-

HUM 10 JAHSIM A0 U B pasHble cpoxu nocie BBegenuss CAR

9acToTy

T-kneTok, To Tpomboruronenus < 25 x 10%/n nepen num-
donennenueit nabmonanace y 7,14 % Gonbubix, B nens 0 —
v 10,71%, na +7 nen» — y 12,60%, B nenn +14 — y 18,18 %,
Ha +30 nen» — y 15,38%, na +90 penr — y 3,85%, na +
180 men» — y 12,560% 6Gonbubix [4]. Mennana spemenn
passurust panneit CAR-AT cocrasuna 0 gueit, T.e. B nenn
nepesuBanuss CAR T-knerok, a menmana ee npoposmxu-

| 2025; 70(3): 396-407 | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | TEMATONIOTUS M TPAHCOY3UONOTUS |

tenbHoctn — 32 pua [11]. Tocae undysumn xommepue-
ckux antu-CDI19 CAR T-kaerox (akcukxabraren 1muso-
JeiiLes1, THCareHekeiiles, OperykabrareH ayToaenenn,
aucokabraren mapadeiinesn) 744 GONbHBIM HEXOMKKUH-
ckumu aumdomamu y 43% GonbHBIX pasBuIach paHHss
TPOMOOIUTONEHUSI PA3IMYHON CTeNeHU COMVIACHO LIKaJe
T-UKAI'T, npu atom y 23% Gonbubix Oblaa Tsxenas (23-
it crenenn) Tpombonuronenusi. Dakropom pucka pazBuTHsI
tsioxennoil CAR-AT aBusnocs BeimonHeHue TpaHciaHTanum

399



| OB3OPbI JIUTEPATYPHI | REVIEW ARTICLES |

PucyHok 1. Hapywetus remoctasa npu nposeaerin CAR T-knetouron tepanmm
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GKTUBMPOBAHHOE YacTU4HOe TpombonnactuHosoe Bpems, B — npotpombunosoe Bpems, UAT 1-unrnburop aktmearopa nnasmuHorena 1-ro tuna, T® —

TkaHesow paktop, VWF — pakTop ¢pon Bunnebpanaa, PECAM (platelet endothelial cell adhesion molecular-1) — monexkynei agresun tpom6ouutos, CBLL —

cuHpapom ebicBoboxaeHuns uutokmHos, MKAHC — ¢ UMMYHHBIMM KNETKAMM ACCOLMUPOBAHHBIA HEMPOTOKCUYECKUIA CUHAPOM.

Figure 1. Hemostasis disorders during CAR T-cell therapy

Notes: MIFN — interferon, TNF — Tumor Necrosis Factor, IL — Interleukin, CSF — Colony-Stimulating Factor, APTT — activated partial thromboplastin time, PT — prothrombin time, PAI

] — Plasminogen activator inhibitor-1, TF — tissue factor, WW/F — von Willebrand factor, PECAM — platelet endothelial cell adhesion molecular-1, CRS — cytokine release syndrome,

ICANS — Immune effector cell-associated neurotoxicity syndrome.

remonoatnuecknx crBosioBbix kiaetok (TT'CK) B Teuenue
roga po nposegenus CAR T-xknerounoit tepamuu [19].
[Ipumeuarensho, uro CBLL ne saBunca daxropom pucka
passutus seiparkenHoit CAR-AT [11]. ITosgusas CAR-AT
BoisiBiteHa y 42-76% 6Goabubix [20] [11], npuuem Tpom-
Gouuronenus: crenenu >3 Goia y 13% 6Goababix [20].
Y Gonbubix ¢ Gosee Boicokumu nokasareasmu T-MMKAI'T
HabJI0/1a1ach MOBbILIEHHAs] MOTPebHOCTD B TpaHcdysusx
KOHLIEHTPATOB TPOMOOLIMTOB U 3PUTPOLUTOB, ObLIO GOJIb-
ute ciayuaeB kposoreuenuit. Crenenn tspxectn MKAIT
Ob1a 0OPAaTHO MPONOPLMOHAJIBHA OOLIEH BBI>KMBAEMOCTH
(OB), npu arom neyxaeruss OB sapsuposana or 67 % (0-a
crenenn) 10 48% (1-2-s crenenn) u 35% (=3-a crenensn).
Hesasucumas npornocruueckas crnoco6nocrs T-MKATT
B ornowenun OB noarseprxzena ¢ nomoubio mHorodaxk-
TopHOro perpeccuonHoro ananusa Koxca [20].
Beipaskennocrs CAR-AT umeer npornocruueckoe sHa-
genue. Tsoxenas crenens TpombouuTONEHUM MO CpaBHe-

HUIO C JIETKOW CTENEHBI0 aCCOLMUPOBAJIACh C OTCPOYEH-
ubiMm BocctanoBaenuem CD4* T-knerox na 14-it nenn (70 x
10¢/mn nporus 132 x 10%ma, p=0,02), Treg (14 x 10%/man
nporus 26 x 10°mn, p=0,03) u CD8+ T-xmerox (1564 x
10¢/mu nporus 378 x 10%/ma, p=0,03) na 14-it nenn, o6mmm
konuaectBom CAR T-knerox [21].

Ocob0o BbiaensoT 6onbHbIX ¢ nposonruposannoit CAR-
AT, non xoropoi#t monumaror Tpombouuronenuto < 50 x
10°/n, coxpansiouytocs ne menee 14 nueii B reuenue 1 rona
nocue BBegenuss CAR T-kaerok [22]. [Ipononruposannas
tpombonuronenus nocae unpysun CAR T-kaerox na-
omomanace ¢ gacroroii or 10 mo 68% [23] [11]. B uccie-
noanun ZUMA-1 [24] cpeam nonyyaBmux axcuxab-
taren nuioneinen no nosony JABKKJI y 24% Gonbubix
Ha 30-i1 nens uy 7% Gonbubix Ha 90-it nens nocse undy-
sun CAR T-numdonuros nabmonanacs, COOTBETCTBEHHO,
tpombonuronenus 3-it nnu 4-i crenenn. B nccnenosanun

J.M. Logue u coasr. [25] us 70 Gonbubix nuddysHoi
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KpynHokaeTounoi B-kmerounoit mumdomoir (JIBKKJI),
HOJTyYaBIIMX aKCUKAOTAareH LMIIoeH1ies] B PAMKAX O/HO-
LIEHTPOBOIrO PETPOCIEKTUBHOIO HMCCJE0BAHUS, TPOMOO-
uuronenust 3-i muau 4-i1 crenenu Oblaa BoisiBieHa y 26 %
6oabubix Ha 30-i1 nenb ny 5% na 90-it nens.

V GoabubIx C epCUCTUPY IOIIEeH Tp0M60uHToneHI/Ief/'1,
nauseiica 290 nHeil, no cpaBHEHUIO ¢ OOJBHBIMHU, y KO-
TopbiX TpombouuTonenus Owvuia menee 90 nueil, orme-
yaj0Cchk Oojiee AJUTEeahbHOE BOCCTAHOBJIEHHE KOJIMYECTBA
CD4* T-knerox Ha 14-i1 gens, menpmas sxcnancust CAR
T-knerok, 6610 meubire CD8*CAR* knerok. Ob6mias BbI-
>KMBAaEeMOCTb TaK>Ke OblIa HUKe y OOJIBHBIX C MEPCHCTH-
pytoumeil Tpombouuronenueii (orHowenue mwaHcoB 16,6
[2,4-1171], p < 0,01) [21].

Buoncusi kocTHOro moara siBisieTcst 00s1I3aTeIbHbIM HC-
cJae0BaHUEM Y OOJIBHBIX C IMTO3MHEH U MepCUCTUPY IoIIEN
TpombonuTonenueii. Buoncus nossosnsier ouenuTs cratyc
HePBUYHOrO IeMaTOJOrMYecKoro 3abosieBaHMs, a TaKsKe
MCKJIIOYUTh BTOPUYHBIE OILyXOJIEBbIE 3a00JIEBAHUS KOCT-
Horo moara [10].

OCHOBHBIM METO/IOM JiedeHUs] TPOMOOLIUTONEHUU SIBJISI-
ercs Tpancdysus koHueHTpatos TpombonuTos. Cunraror,
9TO TpaHCQysUM KOHLEHTPATOB TPOMOOLMTOB CieayeT
NPOBOAUTH NPU YMEHBIIEHUU KOJUYECTB TPOMOOIMTOB
<10 x 10°/n y GonbHbIx Ge3 reMOPpParuyecKoro CUHAPOMA
u <20 x 10°/n [PY HAJIMIUU Te MOPPArHIeCKOro CHHAPOMA
[6]. B tpancdysusx xoHueHTpaToB TPOMOOLUTOB MOCE
seestenns CAR T-kaerox nmyskmanuce 41,7 % OGonbHbix,
u3 Hux 39,6 % B pannem nepuone, a 33 % — Taxike B o3a-
nem nepuoge [26]. I[lpeguxropamu norpebuoctu B Tpanc-
dysmusax KoOHUEHTpaTOoB TpomMbOUMTOB B paHHem (1o +
30 nus1) nepuone 6buM Bo3pact crapuie 60 ser, noTpeb-
HOCTb B TpaHcysusx B TeuyeHue TMOCTEAHUX O Mec.
no CAR T-xknerounoit tepanuu, d¢usnueckuii crartyc
6onbroro (ECOG 22), repanus akcukabrareH nuioseii-
LEJOM MO CPABHEHUIO C TUCATEHJIEKJIEHIETOM, TOKCHY-
HocTh no mkase Tokcudnoctu CAR-HEMATOTOX [20]
>2 6annos. [Ipenukropamu norpebroctu B Tpancdysusx
KOHIIEHTPATOB TPOMOOLMTOB B MO3/iHeM nepuope (crycrs
1-6 mec.) aBUIMCH NOTPEOGHOCTD B TpaHCY3USIX B TEUEHUE
nocnenuux 6 mec. 1o CAR T-ksnerounoit repanum, Tokcna-
HocTb no mkase Tokcuanoctu CAR-HEMATOTOX [20]
>2 6annos, MKAHC 23-it crenenn, npumenenue tounu-
nuaymaba, uro orpaskaer passurue CBLL. ITorpebnocts
B TpaHCy3USIX KOHLUEHTPATOB TPOMOOILUTOB AaCCOLMH-
poBasach ¢ MeHbIIell BBI)KMBAEMOCTBIO 0€3 MPOrpeccuw,
menbineir OB [26].

IMomumo TpoMboIUTOB

TpaHcpysuii
[pY NO3/HEH WM MPOJOHIMPOBAHHON TPOMOOLUTONEHNH,
Tpebytoweit TpaHcdysnonHoit noaaepxkku mnocse 30-ro

nHs, 6e3 YeTKOI 9THOJIOTNH, MOKET ObITh PACCMOTpPEHA BO3-

PEryasapHbIX

MOYKHOCTb TIPUMEHEHMS] ArOHUCTOB TPOMOOIOdTUHOBBIX
peuentopos (@TTIO-P), koropsie cessbiBatoTcsi ¢ TpombO-
NOSTUHOBBIMM PELENITOPAMHU, IKCIIPECCUPYEMBIMU Ha I10-
BEPXHOCTH METaKapHOLIMTOB, U yBEJIMYUBAIOT IPOLYKIHIO
tpombouuros [10] [27]. Otu npenaparer (asrpombomnar,
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POMMIIOCTUM) OfOOPEHBI /ISl JIeYEeHUs] UMMYHHOM TPOM-
Goruronenuu u artactTudeckoit anemuu [28]. Ananornuno
YILYULIEHUIO FEMOI093a, O KOTOPOM COODIIAIOCh IPU MTPH-
menenunu alTIO-P npu cungpomax nepocrarounocru kocr-
HOIO MO3ra, BO3MOXKHO YJIy4IIEHHE MOKasaTesed IocJe
CAR T-xnerounoit repanuu [29]. aTTIO-P unnynupyror
AKTMBALMIO BHYTPHUKJETOYHBIX CHUTHAJBHBIX KAacKaJoB
(JAK-STAT nu MAPK-nytn) n noamep>xnBaroT remorno-
93 MPM XPOHMYECKUX BOCHAJUTENbHbIX cocrosHusax [10].
Opnnako pannbsle o npumenenun alllO-P npu nposene-
Hun CAR T-xnerounoil Tepanmmy mnosydeHsl Ha OCHOBe
ToJNIbKO perpocnekTuBHbix uccaenoBanuii [10]. Vimerorca
otpenbhble coobwenus [10, 28, 30] 06 ycnemnom npu-
menenun alllO-P npu CAR T-accouumnposanuoit tpom-
Gounronennn. R. Baur u coasr. [31] us ynusepcurera
um. @puppuxa — Anexcangpa B Opaanrene (I'epmanus)
NpHUBeJaU KJIMHMYECcKoe HabmropeHue 66-neTHeil GobHOM
JABKKJI, y xoropoit anemusi 3-ii crenenu (remorsobun
65-79 r/n) u rpombouuTonenus 4-i crenenn (<25 x 10%/m)
passuamnce cnycrs 3 mecsina nocse antu-CD19 CAR
T-knerounoit Tepanuu. Ilynkuusa w Guoncus kocTHOro
MO3ra MO3BOJMJIN UCKJIIOUUTh y Hee OCTATOYHYI0 MH(UIIb-
tpanuio kocrHoro mosra JABKKJI, gucnnasuo, muenonu-
CIIACTUYECKUI CHHPOM, OAHAKO BBISIBUIN PE3KO PELYLIH-
poBaHHOe KosmuecTBO MmerakapuountoB. OpHoBpeMeHHO
MeTO[I0M MPOTOYHON LUTOMETPUU OBLIO MOATBEPIKIEHO
Hanmune B KoctHom moare nepcucrenumn CAR T-kaerok,
koropeie cocraBuaun 0,3% or Bcex CD3* T-kaerok. Beuin
HCKJTIOYEHBI TAK Ke MaPOKCM3MaJbHAasi HOUHAS FeMOrJIoOnH-
ypus, nedunur xobanamwmnua, donaros. He 6Gbuio nan-
HBIX 3a AIUIACTMYECKYH0 AHEMMIO, a MAaJoe KOJIMYECTBO
MErakapuoOLMTOB He yKJAaAbIBAJOCh B KAaPTHHY MMMYyH-
HOU TpombouuTonenuu. DosbHoOl Obu1 HazHaueH pomu-
IJIOCTUM B J03e | MKI/KI, [103a IOCTENEHHO yBeJIMYeHa
no 8,6 mxr/kr. Tepanuro npoBoguau B TedeHune 2 mecsiues
Y IPEKPaTUIIM MPU KOJIUYECTBE TPOMOOLUTOB KpoBU =50 x
10°/n. ITocne nauana Tepanuu oTnana HeoOGXOIMMOCTS B Tie-
peauBaHun komnoHeHToB kposu [31]. B wuccnenosanun
G. Drillet u coasr. [28] 11 Goapubix nomxyuamu aTTIO-P
(10 GonpuBIX MOMywanu sarpombonar B pose /5 mr/cyT.
u 1 G6onbhoit — pomuniocrum 10 MKr/kr exenenesnbHO).
Mennana navana repanun allTlO-P cocrasuna +27 cyr-
KU, MeAMaHa IJINTEIbHOCTY Tepanuu cocraBuia 97 CyTok,
He3aBUCUMOCTb OT TpaHcdyauil TpomOOLUUTOB Obl1a /10-
crurnyrta Ha 17-e cyrkm tepanun aTllO-P, a Boccranos-
JleHHe KOJIMYeCcTBa TPOMOOLUTOB KpoBu — Ha 46-e cyTkm
aeuenus aT T1O-P. Tonbko y onHoro nanuenra coxpanunacs
3aBUCMMOCTb OT TpaHcdysuit TpombounTtos. Asropsr [28]
nenaior Bbiogbl 06 addextusnoctu aTTIO-P ns nevenusa
nposonruposannoit CAR T-accounmnposannoit rpomboru-
tonenuu. B npyroii cepun nabaropennit 8 6oabHbIX ¢ TPOM-
6ounronenueit nocae CAR T-knerounoit repanuu mosy-
ganu pomumioctum B gose or 100 no 250 mkr (mepmnana
150 mkr) B reuenue or 14 no 270 gueit (menpnana 22,5 nus),
TOsIbKO Y 4 13 8 GOMBHBIX MPOM3OLIIO BOCCTAHOBJIEHUE KO-
nuvectsa Tpombouuros [30].
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Pexomennyercs Haznauenue antpombonara B nose 75 mr
B /IeHb C BO3MO>KHOCTBIO yBeandeHus: no3el go 1560 mr
nan pomumzioctum B pose 10 Mr/kr B Hepmeno y 60ub-
HBIX C BBICOKMM puckom kposoredenuit. [Ipuem aTIIO-P
[OJI>KeH OBITh MpPEeKpalleH Mocjae BOCCTAHOBJIEHUSI KOJIM-
JyecTBa TPOMOOLUTOB KPOBHU WJIHM MPU OTCYTCTBUU OTBETA
4yepes 4—-6 Hepmennp mocse Hauasa JgedeHus. |loxasarenn
9aCTO BOCCTAHABJIMBAIOTCA Oe3 BMewmareabcTsa. [loaTomy,
ecsiM NokasaHus K TpaHcdy3usm TPOMOOIUTOB He SIBJS-
I0TCS1 YKECTKM MU, JLy Y1lI€ BO3AEP>KUBATHCS OT IPUMEHEHMU ST
aTTIO-P ma nosgHuX cramusax WM Aa’ke IMOJTHOCTBHIO OT-
Kasarbcs ot ux npumenenus [10].

B 1o >xe Bpems B apyrux uccnenosanusx [32, 22], koro-
pble XOTsl U ObUIM PeTPOCHEKTUBHBIMY, HO B HUX MMeJach
rpynmna cpaBHenust, He nosyuasuias alllO-P, ne ynanocs
nokasare npeumyumecrso alllO-P, u asropmr [32, 22]
HE PEKOMEH/YIOT IIPUMEHSITh 9TH MPENapaThl /sl J€YEHU ST
nposonruposantoii CAR T-accouuuposannoii Tpombo-
LUTONEHUU.

Kpome rtoro, He caenyer 3abbiBaTh O TAKMX NPUYMHAX
TPOMOOLMTONEHNHY B OTAAJIEHHOM IIEPUO/E, KaK BUPYCHAsI
undekys, feHCTBUE JeKapCTBEHHbBIX NpenapaTos (aHTH-
OUOTHMKOB, renapuH-MH/ Y LUPOBAHHASI TPOMOOLUTONEHUST
v ap.), AepuuuT POIATOB, Ay TOMMMY HHbIE 3a00JIeBaAHUSL.

Takum 06paszom, BOMPOC O Jle4eHU U MPOJOHTUPOBAHHOM
CAR-AT ocraercsa no HACTOSLETO BPEMEHU OTKPBITHIM.
Ora rpynna GOJIbHBIX OYeHb HEOJHOPOAHA, Y HUX MOKET
BOSHUKHYTb TPOMOOLIUTONEHUS BCJEACTBUE Pa3JUIHBIX
MPUYMH, TOITOMY HEOOXOIMMO UX BCECTOPOHHee obcJe-
[OBaHue Uil BBISICHEHUSI 9TUOJIOIMU TPOMOOLUTONEHUN
u nuddpepeHIMPOBAHHOrO NOAXOAA U K JIEYEHHUIO.

CAR T-accoyuuposannas koazyronamus

CAR T-acconuuposannas xoarynonarus (CAR-AK) —
9TO KJIMHUYECKUI CUHPOM, KOTOPBIii BOZHUKAET OObIYHO
Ha 6-10-it nens nocse undysuun CAR T-knerok, Ho mosker
pasBuThCs B TedeHue 28 qHeN, XapaKTepusyeTcst KPOBO-
TEeYeHUSIMM WU TPomOO3amH, CONPOBOMKAAIIIUMMUCS
YMEeHbLIEHUEM KOJUYECTBA TPOMOOLIMTOB U KOAryJIONaTH-
et (puc. 1).

Huarnos CAR-AK ycranasnuBaror Ha OCHOBaHUM ya-
JIMHEHUS] aKTUBMPOBAHHOIO 4aCTUYHOrO TpombonsacTu-
nosoro Bpemenu (AUTB) u [1B, ymenbienns konuenrpa-
uuy $pubpUHOreHa, MOBBILIEHUS COAEPIKAHUS MPOLYKTOB
nerpanauuu pubpuna, D-gumepa. Puck [IBC nosbiaer-
cs1, ecaiu kommaecTso TpomboruTos <50 x 10°%/m nan YMeHb-
waercsi Gosee uem Ha 50% B Teuenue 24 u, D-qumep >
5 mr/n, ypnunenue I1B Gonee uem na 3 cek, yanunenue
AYTB 6onee yem na 10 cek, ymeHblLIeHNE KOHIIEHTPALUN
dbubpunorena Gonee uem na 1 r/n [33, 34, 35, 36].

Jla6oparopubie npusnaku CAR-AK perucrpuposanu
y 51-80,4 % Gonbubix B Teuenue 90 guelt nocae nudysun
CAR T-xnerox [35, 34, 35, 37, 38, 39, 40]. [Iux CAR-AT
ObLI OOYC/IOBIEH MaKCMMAJIBHBIMU MU3MEHEHUSIMU T1apa-
meTpoB remocrasa. Yununenue [1B soiasnanu 8 10-23 %
ciayuaeB (maxkcumasbHass memuana 18,75 ¢, mesxkBap-

tunbablil natepsan (MKW) (16,2-37,3 ¢), yanunenue
AYTB — B 16-48% (makcumanbnas megmana 62,70 c,
MKMU 53,28-76,28 c), runopubpunorenemuio — B 23 %
(Mmenmana MUHMMAaJIBHON KOHUeHTpauuu GuOpUHOreHa
118,10 mr/nn, MKW 78,00-149,95 mr/nu), nosbliennyto
koHuenrTpanuno D-numepa — B 50 % ciyuaes, nponykros
nerpagauuu ¢pubpuna — B 45%, ynnunenue TpomouHo-
Boro Bpemenu — B /—27 % cayuaes [37, 38]. Yanunenune
I1B npoucxonunno na +7,6 nHS 1 MPOROIIKAIOCH B CPEA-
nem 5 pueit (MKW 4 — 6,75 nua), AYTB yanunanocs
na +7,6 nus (MKW 3,75-9,5 nens). 'mnodpubpunorenemms
HaYyMHAaJIa pa3BuBaThbes ¢ 6-ro no 13-it nens (menuana 10-i
nens) u pocturana munumyma nHa 14 (MKU 10,5-14,5)
nenb. Konuentpaums ¢ubpunorena BoccraHOBUIACH
¢ 17,6 no 24 (mepmnana 20) guu [37]. Ilpu opnodakrop-
HOM aHaJiu3e ODHApPY’KEHO, YTO CHUIKEHUE KOHLEHTPAa-
nuu pubpuHorena yaiie BCTpedasoch y 6oabHBIX bosee
mouogoro Bospacra (p = 0,025) [37].

'emopparuueckne mnposiBJI€HHSI SIBJISJIMCH OCHOBHBIM
kaunuueckum nposiienuem CAR-AK, onu 06b1uno 6b17111
CIIOHTAHHBIMH, BO MHOecTBe mecT [33]. Knmnnuecku
3HAYMMBbIE KPOBOTe4eHUS (PKeJLyAOYHO-KUIIEYHbIE KPO-
BOTEYEHU ], BHy TPUYEPENHOE KPOBOUSIUSIHNIE, OOIMpHAast
remMaroma B 4eJIOCTHO-JIULEBO 06JacTu U AP.) TPOU3OLI-
auy 19,61 % 6onbubIX, npuyem y 601bHbBIX 6e3 HAPY LIEH U
Koaryssiuuu onu He BosdHukasu [37]. Y 14-50 % Gonbubix
B pasbHeiem passuics cunapom [IBC, or xoroporo
or 6,7 % no 42,9 % 6Gonbubix ymepau [33, 39, 36]. Cpenn
APYyTUX FeMOPPAaru4ecKUX OCJIOXKHEHUN YIOMMHAIOT Te-
MaTypHIO, CyOaypasbHy0 FeMaTOMYy, JEero4Hoe KPOBOTE-
genue [6]. Ilpu aTom GosbHbIE C sMIM3OKamMuU KpoBOTeue-
nuit asubiit JIBC cungpom umenu e vae, uem 60sbHBIE
6e3 kposoreuenuii (50 % nporus 35%, p = 0,48) [5].

Mexanuamsbr passutus CAR-AK no konua He usyvensr.
BoigBuraiorcs paznuunbie runoTesnbl, obbIACHSOLUE ee
npoucxoxaenue. Camu no cebe oHkosormyeckue 3abo-
JeBaHVE XapaKTEPUBYIOTCS TMIEPKOATYJISILIMOHHBIM CO-
croauuem [35]. Ha Bosnuknosenne CAR-AK oxaswsiBaer
BaussHue passurue CBLI. Bonsnusie ¢ CBLI >3-it crenenn
umenn 0osiee BBIPa)KEHHbIE HAPYILUEHUs KOATYJISLUM,
gem ¢ CBLI < 3-i1 crenenn. Koarynsaunonusie napymenus
6bLIM Goslee BBIPaskeHbl y TeX, Y KOro ObLI BbIpajKeHHBIN
CBL [34]. Ilpu ctuxanuu CBLl ymenbmaerca ob6braHo
n Beipaxennocts CAR-AK. Beicokas omyxonesas na-
rpyska no undysuu CAR T-knerok, 6picTpas skcnancus
CAR T-kuerok B opranusme u Boicokas crenens CBL sas-
asrorest pakropamu pucka CAR-AK [33]. Obunapysxena
KOppeJsinus MeXX/y IOBBILIEHHBIMUA KOHLUEHTPALMSIMU
NJI-6 u unrtepdepona ramma ¢ MaKCMMaJbHBIMU M3-
menenusamu [1B, AHTB, Tpombunosoro Bpemenu, koH-
uenrpanuii D-qumepa mn BbIpaskeHHOCTBIO THNOGUOPH-
norenemuu [38]. Ilpu passurun CAR-AK y Goabubix
MHOKecTBeHHOU muesomoii NJI-6 nonoxkurensHo koppe-
auposax ¢ 1B (r = 0,6800), MHO (r = 0,5550), AYTB
(r = 0,6191) u xonuenrpanmeit D-gumepa (» = 0,4153)

M OTPULATEJBHO KOPPEJMPOBAJ C KOHLEHTpauuei ¢pu-
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6punorena (r = —0,4053), konuenrpanusa MJI-2R B ceiBo-
pOTKe nosioxkuTenbHo koppeauposadna c I1B (r = 0,3208),
MHO (r = 0,3063) u AUTB (r = 0,3769) u orpunaresnn-
Ho — c ¢ubpunorenom (r = —0,4361), xonuenrpanus
dakropa nekposa onyxoau (DHO) mnonoxurensho
koppeauposaza ¢ [1B, AHTB, MHO u xonuenrpauuneit
D-pumepa (r = 0,3633, 0,3919, 0,3988 u 0,3784 coorser-
CTBEHHO), OTPULIATEJbHO C KOHLeHTpauueil ¢pubpuno-
rena (r = —0,4361). [8]. Ilposocnanurenbuble LUTOKU-
ubl, B yactaocry, MJI-6, ®HO, npusopsar x akrusanmu
U MIOBPE>K/IEHUI0 BH/I0TE U S, BLICBOOOK IEHUIO TKAHEBOTO
daxropa (TD) [34] (puc. 1). O nospeskpenun supore-
JAUsl CBUAETENbCTByeT nosbliienne npu passutun CBLI
koHuentpauuii B 1,6-2 pasa dpaxropa ¢pon Bunnebpanna
u mosexynbsl aaresun tpomboumnros PECAM (platelet
endothelial cell adhesion molecular-1), koropeie sBnstOT-
Csl MapKepoM 9HIAOTeaMUaJbHOro mospexaenus [38, 39,
35]. Cam no cebe dakrop don Bunnebpanna ycunusaer
runepkoaryasauuio. TD, obpasys ¢ paxkropom ceepThIBa-
nus kposu VII (FVII) komnnexe FVII/T®, aktusupyer
BHeWIHUU myTh cBeprthiBanus [35]. Ilomumo BHewrnero
IyTH AKTUBUPYETCSl BHYTPEHHUH IyTh CBEPTHIBAHMSI,
TaK KakK MOBPEXAEHME DHIOTEJMAJIbHBIX KJIETOK BIIUSET
Ha I1eJOCTHOCTb KOJIJIAN€HOBBIX BOJOKOH, HaXOMSIIUX-
cst mox Humu. FXII, BsaumoneiicrBys ¢ Kos1areHOBBIMHU
BoJIOKHamu, aktusupyercs, obpasys FXlla, u seisbiaer
AKTHBALMIO BHYTPEHHETO ILyTH CBEPTHIBAHMUSI.

Fiue omuoit MNPUYMHOU HapyLIeHUs remocTasa siBJs-
ercs mosBpexxaeHue mnedenu scienctsue aericrsus CAR
T-kseTok, Tak HasbiBaemblid «Heuesnesoit adpdext» (off-
target) CAR T-xknerox [35], uro npuBoaur k Hapyuie-
HUIO BBIPA6OTKYU (PaKTOPOB CBEPTHIBAHUS KPOBU TE€YEHBIO
(puc. 1). Kpome Toro, npu paspyuienuun 6iacTHbIx KJie-
tok npu B-OJIJI Beigensiorcs 6enok ua rpynnel Heru-
croHoBbIx siaepHbix 0esnkos High-Mobility Group Box 1
(HMGBI) u rucron H3, xoropsie samyckator Bocnasu-
TeJIbHBIE MU MMMYHHBIE PEAKLIMU U IIPUBOASAT K IIOBPEXK A€~
Huto neyenu [35].

B reyenne mecsina nocse nposepenus CAR T-knerounoit
Tepanuu HapyueHus PyHKIUN [EYeHU B BHUJE MOBbILLIE-
HUs KOHLeHTpauui ananuHamunorpancdepaser (AJIT)
u acnapraramunorpancdepassl (ACT) soisiBrenst y 48—
49% 6Goabubix [38, 8]. Yacrora Bo3HMKHOBeHMS Hapy-
HieHuil cBepThIBaHUS KpoBU Oblia B 3,937 pasa Gosbiue
y 6obHBIX ¢ aHOMaJIbHOM yHKIMEH MeyeHu, Yem y JIUIL
¢ HopmausbHOU ¢yHnkumeit nevenu (p = 0,026, 95% AU
[1,182-13,117]) [8]. Hapywenusa dpynxkuun neuenn xop-
peaMpoBasM C NMapamMeTpPamy KOATYJ/SLUM M COBIAJAA-
au o BpemeHu ¢ ux BosHukHoenuem (p <0,001) [38].
Y GoJBHBIX MHOKECTBEHHOH MMEJOMOH MpPU PadBUTUH
CAR-AK konnenrpauus ACT nososxurensHo xoppenu-
posaaa co snauenusamu [ 1B (= 0,5180), MHO (r=0,5075),
AYTB (r = 0,4518) u D-pumepa (r = 0,5463) u orpuna-
TeqbHO C KoHUeHTpauueit ¢dpubpunorena (r = —0,4202)
[8]. I'lo cpaBHeHuMIO ¢ GONMBHBIMU C HOPMAJIBHOM PyHKIIU-

eit mewern I1B (p = 0,0009), MHO (p = 0,0008), AUTB
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(p =0,0002) u xonuenrpanusa D-gumepa (p = 0,0012) Goiin
3HAYUTEJIBHO yBeJIUYeHbl y GOIbHBIX C HapyieHuem pyHK-
LM [TeYeHH, B TO BpeMs KaK KOHLEeHTpauus pubpuHorena
y GOJBHBIX ¢ HapylleHMeM (PYHKLMM NedeHU Oblaa 3Ha-
uurensno Huxe (p = 0,0033) [8]. 'unodudbpunorenemus
Oblla 3HAYMTENBHO Yalle y OOJNBHBIX € runepounupy-
bunemueii (p = 0,047, OP 1,115, 95% AW [1,002— 1,241]
u AJIT (p = 0,007, OP = 1,032, 95% AW [1,009-1,055]).
['unodubpunorenemus 11060i CTeNeHU TSAXKECTH BbISIBJIs-
nack y 66% 6Gonbubix nociae CAR T-kaerounoit Tepanun
[3], a Tasxenasn, yrposkatomas >xusHu runodgpubpuHore-
Hemust — y 26—41% Gonpbueix [3, 37] n xoppenmposana
c tsoxectoio CBLL, B To Bpems kak runodubpunorenemus
Habmonanacek auwb y 38 % Gonbubix ¢ CBLL 1-it crenenn
(38%), npu CBLI > 2-ii crenenu runodgubpunorenemus
obua BoisBieHa y 88% 6Gonbubix [3]. Ilo tsskectn rumo-
dubpunorenemun us 121 6onsuoro y 60 (49,59 %) 6oab-
HbIX KOHIleHTpauus GpubprHOreHa cocrasuia mexee 2 /i,
Ho > 1,6 r/n, y 44 (36,36 %) — or 1 v/n no menee 1,56 v/, y 16
(13,22%) — or 0,56 r/n no menee 1 r/nnuy 1 (0,83%) Gonb-
Horo — meHee 0,5 r/n. Onusoabl KPoBOTEUEHN ST PA3BUJINCDH
B 21 (20,19 %) cayuae npu 1-2-it crenenax u B 9 (62,94 %)
cayvasax npu 3—4-i crenensx [41].

OO0cy»)1al0TCSI HECKOIBKO NMPUYHWH, BBISHIBAIOINX T'M-
nodubpunorenemuto npu nposeaenuu CAR T-knerounoit
trepanuu. Koarynonarus norpebnenus / JIBC pac-
cmarpuBaeTcsi Kak opHa u3 ocHoBHbix npuunH CAR
T-accounmmposannoii runogubpunorenemun. B mnoasay
STOU rMMOTE3bl CBUAETEIbCTBYET TOT (PAKT, YTO MOBbIIIEH-
Has koHueHTpaums D-numepa, BosHuKalomas us-3a ycu-
nenust pubpUHONN3aA, Yalle BBISBISIACH IPU MPOJBUHY-
toix cragusax CBLL (p = 0,004) u obparno koppenmposasna
¢ koHuenTpauueit pubpunorena (r = —0,57; p = 0,001) [3].
[ToBbimennas konuentpauus D-gumepa u BeipaskeHHOCTB
runopubpunorenemun Braouensl B wkaay JABC [42].
IIpu nposepennn CAR T-ksnerounoit repanuun = 5 6an-
aos no mkasne [IBC nabnonanocs nume y 15% Goababix
c CBL 1-it crenenu, y 40% Goasusix — ¢ CBLL 2-i cre-
nenu u y seex 6oapubix ¢ CBLL 2 3-i1 crenenu [3].

Bropas Boamo’knas npuuuHa — TmeyeHOYHaAs IUC-
dbyHKIMA, 0 KOTOpOIT ynmomuHasnoch Bbime. Eie onna
BO3MOYKHasi NpU4YMHA — remodarouuTapHbiii aumdoruc-
tuountos (IJI-nonobueit cuuppom). Cornacuo kpwu-
repusm [JII, muarHocruueckue kpurepuy BKIIOYAIOT
runopubpUHOreHeMUIO ¢ OfIHOBpeMeHHbIM (T.e. B Teue-
Hue 72 4acoB) MOBbILIEHUEM KOHIleHTpanuu ¢peppUTHHa
(6osee uem B 2 pasa no CpaBHEHUIO C UCXO/HBIMH 3HAYeE-
HUSIMU/BepXHEN IpaHULE HOPMBI) M AKTUBHOCTHU Ieve-
HOYHBIX TpaHcamuHasa boaee yem B 5 pas [43]. Cornacno
STUM KPUTEPUSIM HaOJI0AJHUCh JUIIb eAUHUYHbIE 0OJIb-
Hble, y KoTopbix passusaJcs [JI[-nogobusiii cungpom
nocae CAR T-repanum [3].

Hakonen, camas wyacras BO3MO>KHasi MpPUYMHA TUIO-
¢dubpuHOreHeMUM — BTO TOLMIM3YMAaO-MHAYIMPOBAaH-
Has runodubpunorenemusi. OHa JTOrMYHO OOBSCHSET,
nouemy npu Hapacranuu tspkectu CBLL yBennmuusaercs
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u yacroTta runodpubpUHOreHeMUN: Yem GOJIblIe TAXKECTDb
CBLI, tem Gosee yacTo u B 6oOIBIIMX 103aX MPUMEHSET-
cst rounausymab. Briepsoie o passutuun runogubpuHore-
HEMMU TIO[ AeHCTBHEM ToLMIM3ymaba fnaske 6es mpume-
Henuss CAR T-kjgeToyHBIX TEeXHOJOrWH OBIJIO OTMEYEHO
B pesmarosioruu [44]. Hacrora passurus Touunusymab-
VWHAYLUMPOBAHHONH TrHUNodUOpPUHOreHeEMUH

npu opu-

menennn CAR T-xknerounsix TexHomoruit Bapbupyer,
no pasHeiMm aaHubiM, ot 29% no 76,47 % [41, 45-48].
Menuana BpemMeHM BO3HMKHOBeHUs runodpubpuHoreHe-
muu cocrasusa 6 pueit nocie BBemenuss CAR T-kaerox
[41]. Konuenrpauus ¢dpubpunorena B niazme He BOCCTa-
naBauBasachk 10 +44 nua nmocne CAR T-kisierounoir re-
panuu [3]. Dakropamu, cnocoOCTBYOIIMMH Pa3BUTHIO
TOLMIN3YMab-NHAY LIMPOBAHHON runodgubpruHoreHemMmu,
6bin undexnua (O = 2,002; 95% AU [1,018-3,935]),
COVID-19 (OII = 3,752; 95% AW [1,264-11,139]), re-
panus rmoxokoprukonpgamu (OLI = 5,303; 95% 1M
[0,227-0,894]), a npeaynpeskpanu passutue runodu-
OpUHOreHeMUU MCXO/HO BbICOKAsl KOHLleHTpauus ¢pudbpu-
norena (Ol = 0,813; 95% 1M [0,670-0,988]) u repanus
antupesmarnueckumu npenaparamu (OI = 0,451; 95 %
AW [0,227-0,894]) [41]. Hosa Tounnusymaba koppesu-
pOBaJsia C BBIPAYKEHHOCTHIO TOLMIN3YMab-MHAY IMPOBaH-
Hoii runodubpunorenemuu (coorsercrsenno r= —0,44;
p = 0,004), umenacy xoppensanusa MeXAy KOJIUYECTBOM
BBeleHUIT Touman3ymaba M TS’KeCTbIo runoguopuHore-
nemuu (r = 0,44; p = 0,004), ee nponosskuTenbuocTbIO (1 =
0,43; p = 0,005), obOas NPOAOIKUTENTBHOCTD TEPATIMU TO-
nuansymabom obpaTHO KoppeaupoBaJa C HaUMeHbLIeH
KoHueHTpanueil ¢pubpunorena (r = —0,45, p = 0,015) [3].
Ilpeanonaraior, urto TouMAN3yMab MOAABIISET CEKPELUIO
dbubpunorena B neuenu kak 6esnxa «octpoit dpasbl», B TOM
uucsie uarubupys NJI-6 [3].

[ost nevenms CAR-AK ucnonssyror Becs apcenan re-
paneBTUYECKUX CPEACTB: KPUONPELUITUTAT, KOHLEHTPATHI
dbakTOpOB MPOTPOMOUHOBOrO KOMIJIEKCA, PEKOMOMHAHT-
Hbli akTuBupoBanubiil paxtop VI, ceexxesamoporkennyto
nnasmy (C3I1) [37]. Tlokasanuem k npodunakruueckoit
Tpancdys3uyu KpPUONPELUNUTATA SIBJSETCS yMeHblIeHUe
konuentpanuu dubpunorena < 1 r/n [5]. [lokasanuamu
k BBeneHuto axropos ceepreiBanus kposu, C3I1 asnsa-
10Tcs 3HaunTesabHoe yBeanuenue [1B (npesbrimenune Bepx-
Hell rpaHUIBl HOpMBI Ha 3 cekyHAbl u boaee) nan AYTB
(npeBblienue BepxHel rpanuubl Hopmbl Ha 10 cexynz
u 6osee) [37]. [lorpebuocTs B npoBeseHnyn remocraruye-
CKOM Tepanuu B PA3HBIX UCCJIEIOBAHUAX PAZHUTCS.

N3 100 6onbubix ¢ P/P reuennem onmyxonesbix 3aboue-
sanuii kposu (B-OJ1JI, nexonskxkunckas numdoma, muo-
>kecTBeHHast mueaoma), nonyunsmnx CAR T-kaerounyio
Tepamnuio,
y 51 6oabHOrO, M3 HUxy 37 (72,565 %) 601bHBIX He TOTPEGO-
BaJIaCh TeMOCTaTUUeCcKas Tepanus U QyHKIUs CBEPThIBA-

HapymieHusi CBEPTbIBAHMSI KPOBM BO3HUKJIN

HUS BOCCTAHOBMJIACH ecTecTBeHHBbIM ryTem. Y 14 (27,45 %)
GOIBHBIX OBUIM MOKA3aHUSI K T€eMOCTATHYECKON TepaIuu:
8 (15,69%) GosnbHBIX MOMyyYasN KPUOMPELUINUTAT U KOH-

neHtpatsl aKTOPOB NPOTPOMOMHOBOrO KOMILIEKca, a 6
(11,76 %) GoabHBIX MOMLyYaJU TOJHKO KPUOMPELIUIHUTAT.
ITocne neuenns nokasarenn CBEPTHIBAHUS KPOBH BOCCTA-
nosuaucs y 11 (78,57 %) ns 14 6onbubix. [llects Gonbubix
C KpOBOTeYeHUsIMU BbI3fgoposeau. Hu y ognoro 6ombHOrO
He ObIJI0 BTOPUYHOr0 TPOMO03a IOCJIe BMELIATEIbCTB IO [10-
BOAY HapylueHul cBeprhiBaemoctu kposu [37]. B npyrom
MCCrIeOBAHUY TIPU MeHblIel Bbibopke 60obHbIX (35 veso-
BEK) MOTPeGHOCTb B TPAHCPY3UAX KPUOMPEIIUITUTATA [10-
cae antu-CDI19 CAR-T-knerounoit repanuu Bosuuxaay 7
(20%) us 35 GoabHbIX, MOTPEeOHOCTD B TpaHcdy3uH cBe-
YKE€3aMOPOXKEHHOH Tu1asmbl — sauwb y 1 us 35 GosnbHbIx
[49]. B npyrom uccnenosanuu uz 127 Gonbusix B-OJIJI
u JIBKKJI nocse CAR T-knerounoit repanuu 8 9% coy-
4yaeB GOJIbHBIE MOJLYy MM KPUOIPELUITUTAT B OTCYTCTBUH
NpU3HAKOB KpoBoTeueHus [5].

Onnako equHOM TAKTUKYU MO NTPOPUIAKTUYECKUM U Je-
4eOHBIM MEpPONPUATHSM MPU IeMOPPArMYECKOM CHUHAPO-
me npu nposegenun CAR T-kaerounoit repanuu He pas-
paborano. AHTHKOAryJssHTHasi Tepanus, B TOM YHUCJeE
npodunaktuueckas, nposoaumas B ycaosusix CAR-AK,
MO’KeT CHPOBOLMPOBATH I'€MOPPATMYECKUE OCIIOKHEHMUS
¢ pacyeTHo aeTaabHocTeo 12 % [9].

Tpombomuueckue ocnoncrenus
Al -~
npu CAR T-knemounoic mepanuu

IIposenenne CAR T-xknerounoit rtepanmu upesarto
pasBUTHEM HE TOJBKO TIe€MOPPArhdYecKOro CHHAPOMA,
HO U TpomboTuyeckux ocuoxknenuit. OHu BcTpevaroTcs
pexxe, uem kpoBoTedenusi. Meraananus 47 uccienoBanuii
no CAR T-knerounoii repanuu, B KOTOPBIii ObLIN BKIIOUE-
ubl cymmapo 7040 GonbHbIX, MOKasas, 4To 0bIIAS MHIIU-
JIEHTHOCTH BEHO3HBIX TPOMO02IMOOINYECKMX OCIO0M HEHU I
(BTOO) cocrasuna 2,4% (95% AU [1,4-3,4%]) B nep-
Bble 6 MecsIeB, YTO ObLIO AOCTOBEPHO GOJIbLIIE, YeM CILyCTsI
6 mec.: 0,1% (95% AU [0-0,1%], p < 0,001), uauunent-
HOCTb apTepHuasbHbIX TPOMOO3OB He pasjauyaJjach B 3a-
BHUCHUMOCTH OT JIMTEJbHOCTH HAOIIONEHUSI M COCTaBUJIA
0,3% (95% AW [0,3-0,8%] nepsbie 6 mec. u 0,1% (95%
A [0-0,2%]) nocse 6 mec. nabmonenus (p = 0,564) [9].

B opnouenTpoBom wuccienoBanum, B KOTOpoe OblLau
Brodenbl 148 Gonbubix ¢ P/P reuenmem JIBKKJI, no-
ayunBumnx aHtu-CD19 CAR T-xknerounyio repanwuio,
mexay aasamu 0 u +100, BTOO passunuce y 16 (11 %)
6onbubix [60]. ABTOpPBI OTMEHYAIOT MpEACYIIECTBYIOLINE
nporpomboruyeckue akTops! (cAaBieHMe COCY/I0B OIMy-
XO0JIbI0, XMMHMOTEPANHS), HO OAHUM U3 [VIABHBIX HA3BIBAIOT
YCTaBJEHHBIM TYHHEJIUPYEMbIH LIeHTPaJbHbINI BEHO3HBIN
KaTeTep, KOTOPBIA OHU UCIMOJNb30BaIU elle Ajs aumdose-
NJIeLlMU U Ha KOTOPBIH MPUILJIOCH YeTBEPTh BCeX TPOMOO-
sos [60].

B mHorouenrposom wuccienoBaHuu, B KOTOpoe ObLIn
srmouennl 140 Gompuwix B-OJIJI, IBKKJI, donnu-
KyJspHOI aum@OMOH, a1uM(POMON M3 KJIETOK MaHTUH,
MHO>KECTBEHHOU muesomoii, xoropbim nposean CAR
T-kaerounyro Tepanuio, Becero 6p110 3apeructpuposano 10
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(7,14 %) TpomboTrueckux coburtuii (9 Benoannix u 1 apre-
pUasibHBI TPOMOO3), MeMaHa BPeMEHU BO3HUKHOBEHMsI
KoTopsIx coctaBuia 23,5 nus nocne nndysun. Hanmane
MKAHC 21 snaunmo accouumposayoch ¢ TpomboTnye-
ckumu ocsoxnenusimu (p = 0,04). He 6b110 acconmanuu
mexxny CBLL u Tpomboszamu. B Gonbieit crenenu Tpom-
603b1 Gblu npu B-kaerounvix aumdomax (9,7%), yem
npu mHo>kecTBeHHOU muesnome (2,9%), uro, Bo3mMOXKHO,
obycaosaeno Gomabweit vacroroit MKAHC npu numdo-
max [61]. Iluk xonuenrpanuu D-pumepa npu MKAHC
ObLI MOBBILIEH, YTO MOYXET CJY>KUTh MPEeIUKTOPOM
TpoMbOTHYECKUX OCJOKHeHUi. Bosee pannue Tpombo-
3Bl MOTYT MMeTb pasau4Hyio atuosnoruio [61]. Asropsl
NpeANoJ0KUIN, YTO TPOMOO3BI, 0COOEHHO B PaHHEM Tie-
puoze, o0yCJIOBJIEHBI AKTUBALMEH 9HOTEINAJIbHbBIX KJle-
Tok u cocyaucteimu nospexaenusmu [51]. Ilokasano,
aro MKAHC npusogur k mnoBbleHHIO COxEpIKAHUS
B kpoBu dakropa don Bunnebpanna, orHomenus anru-
oTensuHa 2 k aHruoreHsuHy | u omnoxenuto ¢pubpuna,
aro cnocoberByer runepkoarynsuuu [6]. Eme ognoit
BO3MOYXHOU NPUYUHON TPOMOO3OB SBJSIETCS OTHOCUTEb-
Hasl THUIIEPKOATYJISILMS, BO3HUKAWOLIAs BCJIEACTBUE Cy-
npeccun ¢ubpunonusa nocae nadysuu CAR T-kaerok.
Beuio nmokasaHo, 4To Ha +3 CyTKM BO3HMKAET 3HAYNMOE
(8 2,1 pasa) nosblleHue copepKaHusi B KPOBU MHIHMOU-
TOpa aKTUBATOPA MJIA3MHUHOrEeHa 1-ro Tuna no cpaBHEHUIO
CO 3HAYEHUAMU A0 JMMQOAEIIELNH, YTO CHOCOOCTBYeT
runepkoaryJasiqum [62].

Takum ob6pasom, TpPomMOOTHYECKHME OCJIOKHEHUS Pas-
sBuauck ot 2,4 po 11% Goawbueix, noayumsmux CAR
T-xnerounywo tepanuio. OHM BO3HMKaIM BCJIEACTBUE
KaK MpeACylecTByOIMUX ¢akTopos (caaBieHUe OIy-
XOJIbIO, HAJW4YMe ILEeHTPAJbHOrO BEHO3HOIO KaTeTepa,
NpeALIECTBY IOIAsl XUMUOTEPANNSI), TAK U M3-32 BBEJe-
nuss CAR T-kznerok, koropoe mpuBoaAMIO K aKTUBALMU
9H/IOTEeJIUsl, MOBbIIIEHUI0O B KPOBU cojep>kaHus dakropa
don Bunnebpanpa, yruerenuro dpubpunonusa. B to xe
BpeMS [0 CHX MOP HET PEKOMEHIALMH IO NPOBEAEHUIO
tpombonpodunaktuxu npu CAR T-krerounoit repanum.
B GosnpmmucTBe MccaenoBaHuit  TpomobonpoduaakTu-
Ka pyTHMHHO He NpoBoawsach. Dosee Toro, coobuaercs
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O NpEeKpaleH NN AaHTUKOATYJISILINH, Ja)Ke eCJIM OHA IIPOBO-
AWJIACh PaHblle, U3-3a OMACHOCTH, 00yCJIOBJIEHHON TPOM-
GoumnTonenueit nian koarysnonarueit [9], a xoarysonarus
MO>KET COYETATHCS C TPOMOOTUIECKUMU OCJIOXKHEHUSIMU.
BeicTpo OleHNTH rMMOKOAry/IsSIHMOHHOE MJIM THIEPKO-
aryJssiuOHHOE COCTOSIHUE,
myto tepanuio npu nposeaennu CAR T-kaerounoit repa-
UM MOXKHO C IOMOLIBIO MHTErPAJbHBIX METOLOB OLEHKH

MOHMUTOPpHPOBATb MNPOBOAM-

remocrasa, B uactHocTu Tpomboanacrorpadun (TOI)
WJIM POTALMOHHOM TPOMbG03IaCTOMETPUH, OLHAKO B JIUTE-
paType MMEIOTCS JIMIIb eAMHUYHbIE UCCJIEOBAHUS B OTOM
obuactu. Y 80 Goapubix ¢ P/P B-OJIJI, HexomKKuHCKH-
mu 1uMdOMaMyU U MHO>KECTBEHHON MHEJOMOH, KOTOPBIM
sommonHnan CAR T-xknerounyro rtepanuro, nccaenosanu
napamerpel 1Ol na +3, +7, +10, +13, +17 u +20 nens [563].
BonbHble ¢ KpoBOTEUEHMSMM MMeIN MEHBIIMI MOKasa-
Tenb makcumaabHou ammumntyasl (MA) u koarymsumon-
HBII MHJEKC, a Takyke yaiauHeHHoe Bpems peakumu (R).
C nomop0 My IbTHBAPUAHTHOIO aHAJIM3a ObLIIO yCTaHOB-
JIEHO, YTO MPEAUKTOPAMM KPOBOTEUYEHMS SIBJISIIIMCH: MAaK-
cumasbHast ammntyna Ha +3 nens (MA)) (OHI = 0,90,
95% U [0,84-0,95], p <0,001) u taxecrs CBLL (OLL =
2,57; 95% W [1,35-5,32], p = 0,006). AsTops! paspabo-
tanau ¢opMyJly, MO3BOJSIOLULY0 MPOrHO3UPOBATH FeMOp-
paruvecKue OCJIOKHEHMSL:

4,12 - 011 x MA, +0,94 x CBL],

rre MA3 — makcumanpHass amIUIMTyAa Ha +3 [€Hb,
CBIl — crenenp msioxectu CBILI. KosumuecrBo 6Gamnos
no sroil mkase > 0 ABISIOCH NPEAUKTOPOM TSIXKEIOrO
KPOBOTEUYEHUSI.

Opnnako 971 paboTHI HOCSIT TOKA €AMHUYHBII XapaKTep.
TakTuka npoBeseHNs] AHTUKOATYJISIHTHOM M FeMOCTATU-
gyeckoit repanuu npu gedeHun CAR T-kaerxkamu He pas-
paborana. Korpa ormenaTs aHTHKOAryassHTBI npu pas-
putuu runocpubpunorenemun? [lpu xakux snavenusix
KOHIeHTpauuu ¢GubOpPUHOreHa HAYMHATHL TeMOCTATHYe-
ckyto repanuto?! Kakue nas aroro ncnonssosars npena-
parel u komnoHeHTsl KpoBu?! Kakosel neseBble sHauenns
remocTasa?l OTU NpobseMbl HyJAIOTCs B JaJbHeHIIeM
M3y YEeHUU.
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Hexpoaoe

IHamaru

Esrenns Anexcangposuua

OCMAHOBA
(22.02.1951-27.08.2025)

27 aprycra 2025 roga cKOpOnoCTH>KHO y1IeJ U3 YKU3HH BbIIAIOIIMICS yYeHblil B 001acTH OH-
KOTreMaTOJIOT MM, IOKTOP MEAULMHCKUX HayK, Tpodeccop, pyKOBOAUTENb OT/Ea FeMATOJIOTUU
Y TPAHCIIAHTALUU KOCTHOro moadra HanmonanbHOro megumHCKOro nccie10BaTeIbCKOro HeH-
tpa oukosoruu um. H.H. Broxuna Esrennit Anexcanaposua OcmaHnos.

B 1974 rony EBrennii Anekcanaposuu okonumu ¢ oranuuem 2-it MockoBckuit meanmHcknii
unctutyt um. H.M. ITuporosa. Csoit npodeccronansusiit myts B crenax OHKOIOrMuecKoro
nayqnoro nenrpa um. H.H. Broxuna Esrenunit Anexkcannposuu navan B 1978 rony u npowen
BCE CTyNeHU NPOodecCHOHANbHON JIECTHULBI — OT Bpava-OHKOJIOra [0 PyKOBOAMTEJ s OTAEIa
reMaToJIOrMy Y TPAHCILIAHTALIMY KOCTHOTO MO3ra.

EBrennit AnexkcanapoBud BHEC OTPOMHBIN BKJIAJA B PA3BUTHE OTEYECTBEHHOW OHKOIEMATO-
goruuy. HakonieHHBIA ONBIT M 9HLUMKJIIONEANYECKE 3HAHUS JIETJIM B OCHOBY €ro JOKTOPCKOMN
auccepranmnu Ha Temy «] lopaskeHne KOCTHOrO MO3ra NPU HEXOIYKKMHCKHX JMM(POMAX», yIEHOE
sBanue npodeccopa 6s110 npucsoeno B 2008 r. C 1998 r. na nporsisxenun 19 ner E.A. Ocmanos
BO3IVIABJISIIL OT/eJIEHUE XMMUOTEPAnuu remobacTo3oB Poccuiickoro onkosornyeckoro Haya-
soro uenrpa um. H.H. Broxuna PAMH.

OcHOBHBIMU  HampaBJIEHUSIMU Hay4HO-pakThueckod aesrensHoctn E.A. Ocmanosa
Obl10 M3yyeHue mpobsem dyHAAMEHTAJbHONH M KJAMHUYECKOH OHKoremarosoruu. Esrenuit
AnexcanapoBuu Obul rIaBHBIM pepakTopom s>kypHasa «Kumnnueckas onkoremarosorus.
@DyHaameHTaIbHbIE UCCJEL0BAHUS U KIMHUYECKas mpaktuka». OH yaens 6opuioe BHUMAaHUE
N penoaBaTeIbCKON AesITeIbHOCTH, ABJIsACS npodeccopom kadenpst onkosoruu MockosBckoit
meanuunHckor akagemun um. V.M. Ceuenosa. Esrennit AnexcanapoBud — He TOJBKO BbIAa-
IOLMIACS YUEHBIH U PyKOBOAMTEJb, OH ObLI MyApPbIM HACTABHUKOM, /I0OOPbIM, BHUMATEIbHBIM
U 4y TKUM YeJOBEKOM, yMeJl yBJledb CBOUMMU UJeSIMU, 3aPa3UTh PBEHUEM K paboTe U 3aCTaBUTDH
[IOBEPUTH B CBOM CHUJIbI. B HeM rapMOHMYHO coYeTaNnCh yAMBUATEIbHASI MHTEJIUT€HTHOCTD, BbI-
cokast 00pa3oBaHHOCTb OJHOBPEMEHHO C IPUHLUITUATBHOCTBIO U TPEOOBATEIbHOCTBIO, EBrenunii
AJleKCaHAPOBUY BOCHUTAJ MJIES/Y TAJAHTIMBBIX yYEHBIX, KOTOPbIE, O€3yCIOBHO, MPOAOJIKAT
TO GeszaBeTHOE CJLy KEHMe JIIOASIM U HayKe, KoTopoe oTianyaso npodeccopa E.A. Ocmanosa.

[TamsaTb 06 TOM yAMBUTETHHOM YesIOBEKEe, BBIJAIOLIEMCS] Bpaye U yueHOM Hascerna Oyner
B HALINX CepALAX.
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Hexpoaoe

[Hamaru

Bennamuna Muxainosuua

YEPHOBA
(17.08.1948-07.08.2025)

C riy6okoii ckopbbio coobmaem, uro 7 asrycra 2025 r. Ha 77-m rogy »KM3HU CKOHYAJICS [0~
KTOp MeAMUMHCKUX Hayk, npodeccop Benmamun Muxaiinosuu Yepnos — Boiparommiics
Bpay, Me/Iaror, y4eHbli, 4egoBek, o01aAaBIInii BceCTOpoHHel npodeccuoHa bHOR apyaunmueit
1 TOHKOM AYIIEeBHON OpraHu3anuen.

Benunamun Muxaiinosuy Hauas cBowo NpodecCUOHANbHY IO NesTelbHOCTD MeIMATPa, eTCKO-
ro remaroJiora, neparora B Hauase 80-x ronos X X Bexa na xadenpe (paKyIbTETCKOM NegnaTpun
2-ro MOJII'MU um. H.W. I1uporosa na 6ase MoposoBckoii 1eTCKOM KIMHUYECKOH 6onbHM-
ubt. OH crosin y ucroxos cospanus HayuHo-nccienoBarebCckoro MHCTUTyYTa AETCKOM rema-
ronoruu (aeiHe OI'BY «Haumonanbubiil meauuHCKUN MCCIEA0BATENBCKUI HEHTP AETCKOU
reMaToJIOrMH, OHKOJIOrMU 1 ummyHosoruu um. Imurpus Poravesa» Munsnpasa Poccun —
OBy HMMULL AI'OU um. Amurpus Porauesa» Munsapasa Poccun), B koTopom npopabo-
TaJ 35 jieT, B TOM 4MCJIe Ha BBICOKMX PyKOBOMSIIIIMX JOJKHOCTSIX.

Bennamun MuxaiinoBuy BHeC 3HaYMTebHBINA BKJAJ B M3yYeHUE remMOCTasa U obmeHa ske-
nesa. bnaropapst ero akTHBHOMY y4YacTHIO ObLJI CO3[aH NEpBbIil B CTpaHe peructp OosesHei
kposu. Bennamun Muxaitnosuy 6b11 onHuM us uHULMaTOpos cosaanus «»Kenesnoro kiay6a»
Poccuu, a ¢ 2003 no 2005 r. 6e11 npesunenTom atoro kay6a. B 2014 r. 6b11 usbpan npesunen-
tom HayuHno-knunuueckoro obuiecTsa cnenuaaucTos no remopuanu.

Bennamnn MuxaiinoBny MHOTHE Tofbl ObLI yUEHBIM CEKPETAPEM JHUCCEPTALMOHHOIO COBETA
npu OI'BY <HMMUILL AI'ON um. Amurpus Porauesa» Munsapasa Poccun, a B nocnenyromem
€ro 4JIEeHOM.

Bennamun Muxaiinosuu qunrenbHOe Bpemst SIBJISIICS 3aMECTUTEJIEM [NIABHOIO PEAAKTOPA
>kypHasa «Bompocsl reMarosornu/OHKONIOrMM ¥ UMMYHONATOJOTUU B NEAUATPUMN», & 3ATEM
4JIEHOM PeaKIIMOHHOTO COBETa, OblJ HEMPEB3OM/IEHHBIM PEJAKTOPOM U PElleH3eHTOM.

Benuamun MuxaiisioBud Ha NpOTSKEHUU MHOTUX [eCATUIeTUH paboTas B pelaKIlMOHHOM
KOJIJIETMM Hay9IHOro XypHaJsa «['emaronorus u rpancdysnosnorus», sBisijcs 4JIEHOM UCCEpP-
rauunonnoro cosera npu OI'BY «<HMMUILI remaronorun» Munsapasa Poccun.

[Ipodeccuonansuas nesrenpuocts Benmammuna Muxaiinosuua Yepnosa Bbicoko one-
HEHA TI'OCYJapCTBEHHBIMM M OTPACJIEBBIMU HAarpafjamMu — MeJaJbl0 OpAeHa «3a 3aciyru
nepen OrevecrBom» 11 crenenun u narpynubim snakom Munsapasa Poccenu «Otnnunuky sapa-
BOOXPAaHEHUSI».

Ceernas namste u camble 100pble BocriomuHauus o Bennamune Muxaitnosnde Yepnose Ha-
BCEr/a OCTAHYTCS B CEPALIAX KOJLIET, YUEHUKOB, APY3€ei 1 MHOTOYMCJIEHHBIX [10C/Ie10BaTE .
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