PepaKue 1 CnoXKHble KNMHUYECKNE CUTYaLnn: AUArHOCTIKA 1 BbIGOP TaKTUKMN NevyeHns

OHROFEMATONOIUA 4’2024 tom 19

DOI: https://doi.org/10.17650/1818-8346-2024-19-4-124-130 D) BY 4.0

CnoHTaHHas peMMCCUA OCTPOro MUENIOMAHONO NIeiKo3a
y Aeter. ONnucaHue cepmmn KNMHMYECKUX CITy4aeB
“ 0630p iMTepaTypbi

B.B. Kmoxun', 1.A. Kamanna!, T.YO. Camumosa', 1.B. Ocunosa?, B.1O. Ilanupo®, I'.P. Illapanosa‘, A.A. Macuan'

'OI'BY «HayuonanvHoliit MeOUYUHCKUN UCCAe008AMENbCKUL UEHMP 0eMCKOl 2eMAMOA0UU, OHKOAOUU U UMMYHOA0UU

um. JImumpus Poeaueea» Mun3zopaea Poccuu; Poccus, 117198 Mockea, yar. Camopsr Mawena, 1;

2Meoduyunckas agmoHoMHAs HeKoMMmepyeckas opeanusayus «Kasanckuil xocnuc «Hamawa»; Poccus, Pecnybauka Tamapcman,
420064 Kazanw, ya. bpamvee bammanoguix, 16;

ITAY3 «llemckasn pecnybauxanckas 6oavhuya Munzopasa Pecnybnuxu Tamapeman»; Poccus, Pecnybauxa Tamapeman,
420138 Kazaus, ya. Openbypeckuii mpaxm, 140;

‘BY XMAO FOepui « Husxcrnesapmogckas okpyscHas Kaunuveckas oemckas boavruya»; Poccus, 628609 Huxcnesapmosck,

ya. Cegepnas, 30

KoHTakTtbli: Bnaaucnae Banepbesuy Kntoxun Nccxbak@mail.ru

OcTpble MmuenougHble neitkossl (OMJ1) npeacTaenstoT co6oil reTeporeHHyto rpynny 310KavyecTBeHHbIX HOBOOOPa30BaHUit
KPOBETBOPHOW CUCTEMbI, CyOCTPaTOM KOTOPLIX ABAAETCA KOHANbHAA NpoNUdepaL s KNeToK-NpeaLecTBEHHUKOB MUENO-
no33a. Knioyesble npustHaku OMJ1 — HekoHTpoNMpyemas nponndepaums u ocTaHoBKa AMdhepeHLMPOBKN KNETOK, YTO Npu-
BOAMT K CneLutryeckoMy NopaxeHNio pas3finyHbIX OPraHoB U CUCTEM, TPU OTCYTCTBMM CNeLUdUYecKoil Tepanum cTpemu-
TeNIbHO HACTYNaeT NeTanbHbIA UCXOA.

CnoHTaHHas pemuccus npu OMJ1 paccmatpuBaeTcs Kak pefkoe sneHue. B 1878 r. 66110 cienaHo nepeoe ynoMuHaHue
0 perpecce KanHUYeckux npossaeHuit OMJ1y naumeHTa nocne ocTporo MHHEKLMOHHOrO 3a60NeBaHNA, OfHAKO peMuccus
Oblna HefLOAroi U BCKOPe NPOU30LLIeN PeLMamB.

B cTatbe npepcTaBneHbl 0630p Hay4HO TUTEPATYPLI U AaHHbIE 3 KNMHUYECKUX HABNIOAEHUI, CUCTeMATU3NPOBaHA UHGOP-
Mauus 06 U3BECTHbIX CyYanx CNOHTaHHOI pemuccumn npu OMJT y fieTeit. AKLEHTUPYeTCA BHUMaHUE Ha PasfnyHbIX Mexa-
HU3MaXx, KOTOpble MOTYT CMOCOBCTBOBATbL CMOHTAHHOW peMuccum y AeTel, ctpagatolumx OMJ1. 310 MoryT GbITb KaK UMMYHO-
0MnoCpefoBaHHbIE PeaKLMM OPraH3Ma Ha NeKkeMuyeckne KNeTku, Tak U BAIMSHUE MHMEKLMOHHBIX areHTOB, KOTOpPbIe B pAfe
Cy4aeB aKTUBM3UPYIOT NPOTUBOOMYXONEBbIA UMMYHUTET. B HEKOTOPBIX Cy4asnx HabNOAAETCA NpAMas KOPPenALMA Hanu-
4uA MHOEKLMOHHBIX NPOLECCOB C YMEHbLIEHNEM YMCNA OMYXONEBbIX KNETOK, YTO NOJYEPKUBAET BAXXKHOCTb fafbHelwwero
U3YyYeHUs MONEKYNAPHBIX MEXaHM3MOB B3aUMOLECTBUA MEXAY UMMYHHBIMU 1 ONYXONEBLIMU KNETKaMU.

HeT AaHHbIX 0 HANMYNUK KOPPENALMKM BO3pacTa C BOSHUKHOBEHMEM CMIOHTaHHOI pemuccumn. CNnoHTaHHas peMuccus, HecMo-
TPA Ha PELKOCTb, MOXKET CTaTh 3HAYMUMbIM (aKTOPOM, KOTOPBIA CIEAYET YYUTbIBATbL NPU MNAHUPOBAHNUK Neye6GHON cTpaTeruu.
HeobxoauMmbl fanbHedllne KNMHUYECKNE UCCNIE[OBAHUA U HAbAOAEHUA Ans Gonee rMy6OKOr0 MOHUMAHUA MeXaHW3MOB
CroHTaHHoit pemuccumn npu OMJ1y feTeit. 3To MOXKET NPUBECTY K YNYYLIEHNIO PE3YILTATOB IeYEHUS U YBEINYEHNIO WAHCOB
Ha 6naronpuATHLIA UCXOA ANA NALUEHTOB.
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Acute myeloid leukemia (AML) is a heterogeneous group of hematopoietic malignant neoplasms, the substrate of which
is the clonal proliferation of myelopoiesis progenitor cells. The key AML features are uncontrolled proliferation and arrest
of cell differentiation, which leads to specific damage of various organs and systems; in the absence of specific therapy,
death occurs quite quickly.

Spontaneous AML remission is considered a rare phenomenon. In 1878, the first mention of AML clinical manifestations
regression after acute infectious disease was made, but the remission was short and a relapse soon occurred.

The article presents a literature review and 3 clinical cases, systematizing information on known cases of spontaneous
AML remission in children. Attention is focused on various mechanisms that may contribute to spontaneous AML
remission in children. These may be either immune-mediated reactions to leukemic cells or the influence of infectious
agents, which in some cases activate antitumor immunity. In some cases, a direct correlation is observed between
the presence of infectious processes and a decrease of tumor cells number, which emphasizes the importance of further
studying the molecular mechanisms of interaction between immune and tumor cells.

There is no evidence of a correlation between age and spontaneous remission. Spontaneous remission, although rare,
may be a significant factor to consider when planning a treatment strategy.

Further clinical studies are needed to better understand the spontaneous remission mechanisms in childhood AML.
This may lead to improved treatment results and increased chances of a favorable outcome for patients.
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BBepeHue

Octpriec MueIonIHBIC J1eiiko3bl (OMJI) — obmpHas
IpyIIIia TCHETUISCKU Pa3HOPOMIHBIX 3a00JIeBaHMI, TJIaB-
HBIM IIPU3HAKOM KOTOPHIX SIBJISIETCSI OCTaHOBKa mudde-
PEHILIMPOBKU KJIETOK MUEJIOUIHON JTUHUU TeMOIl033a
Ha cTaguy paHHUX Mopdoorndecku quddepeHInpyeMbIX
v HenuddepeHIMPYyeMbIX MpealiecTBeHHUKoB. He-
CMOTPSI Ha pa3HOOOpa3ne reHeTUICCKUX U MOJIEKYJIIPHO-
ouonorndecknx Hapymenuii mpu OMJI, Bce oHM TTPUBOASIT
K pa300I1IeHIIO MPOoLIECCOB Mpordepauny u nuddepeH-
LIMPOBKM, SIBIISIIOIIUXCSI OCHOBOM (DYHKIIMOHMPOBAHUS
remonoa3a. OMJI, kak rmpaBuIo, OBICTPO MPOTPECCUPYET
W TIPUBOIUT K JIETAJIbHOMY MCXOMY IIPXA OTCYTCTBHU CITE-
M(GUIECKO MPOTUBOOMYX0JIeBO# Teparmu [1].

CnonranHas pemuccust (CP) mpu OMJI — noctarod-
HO peakoe sBieHune. Yactora Bo3zHukHOBeHUs1 CP mipu
OMUJI He ycTaHOBIIEHA, OITMCAHBI JINIIb ¢IMHUYHBIC CITy-
yau. [1epBoe ynmomunanue o CP mpu OMJI 651710 o1my06im-
koBaHo B 1878 1. C. Eisenlohr, KoTopsbIif cOOOIINI O per-
pecce «BBIPaXXEHHOIO JICMKOIINTO3a, TMMGbaaeHOaTHI
M TEIIATOCIUICHOMETAINM» ITOC/IE IIEPEHECEHHOM OCTPpO
TH(HO3HOI nHPpeKIMn. «PeMuccus» okazanach HEITPOIOI-
KUTETBHOM, I peLIANB OBLI 3apeTUCTPUPOBAH BCETO Uepe3
2 Hen [2]. Bocemnanuars et criycts P.F. Richter mpemo-
KWJI PEBOJIIOIIMOHHYIO Ha TOT MOMEHT UACI0, YTO MH(EK-
LISl MOKET BBI3BATh perpecc neiikemun [3].

Hawu6onee yacro CP npu OMJI cBsI3aHbBI ¢ CHICTEMHBIMU
OCTPBIMM MH(EKIIMOHHBIMU IIpoIieccaMi, IIPUMEHEHUEM
HEKOTOPBIX aHTUOAKTEePUAIbHBIX IIPENapaToOB U TIIFOKO-
KOPTUKOCTEPOUJIOB, a TaKXKe ¢ TeMoTpaHCchy3usamu [4].
BepositHbie matoreHeTnyeckue Mexanu3mbl CP mpu OMJI
WMEIOT UMMYHOJIOTUYECKUI TeHe3 U CBSI3aHbI C aKTHUBa-
LIMei BPOXICHHOTO U afalTUBHOIO MMMYHHOTO OTBETA,
OIHAKO MPOIIECCHI, JIeXKaIllie B OCHOBE BO3HUKHOBEHUS
CP, ocrarorcs He 10 KoHIIA ICHBIMH. ClleyeT OTMETUTb,
yTto Hanbosee yacto CP omcaHbl Ipy OCTPBIX MOHOOJIACT-

HBIX JIefiko3ax (M5-BapuaHT o FAB-knaccudukanmm
(bpaHITy3cKO-aMepUKaHCKO-OpUTaHCKas KJlacCubu-
kanwms)). C 1980 1. omyomKoBaHO 7 cliydaeB, OQHAKO, YeM
o0OycJioBlieHa ¢Bs13b M 5-BapuaHTa ¢ Bo3HMKHOBeHrEeM CP,
JIO KOHIIA HE U3BECTHO.

B mutepaTtype CP ipu OMJI npencraBieHbI TJIaBHBIM
00pa30M Y B3pOCIIBIX, a Y AeTei M3BECTHHI JIUIIb €TUHNI-
Hele caydau. Tak, O. Imataki 1 coaBT. ormcaay HeOObIY-
HbIN ciydait 3 mocnenoBaTebHBIX CP y sxeHmmHb ¢ OMJT
M2-BapuaHTa, KOTOPBIil pa3BWICS Ha (DOHE HETYOEpKY-
JIE3HOTO MUKOOAKTepro3a, acieprujuie3a JIETKUX 1 CeTl-
cuca, BeI3BaHHOTO Escherichia coli [5]. B mpencraBieHHOM
ciIyJae KIMHUKO-TeMaTOJIOTHUYECKasT PEMUCCHST COXPaHSI-
JIach Ha mpoTtskeHuM 3 Mec. V. Camus M COaBT. oNKcaIn
2 cnyyasg CP y mamuenToB ¢ myrtamueit NPM 1, koTopbie
pa3BIWINCH Ha (hOHE ITHEBMOHUHM OaKTepHUaIbHOIO TeHe3a.
B 060ux ciyyasx KIMHUKO-TeMaToJI0rnyecKasi peMUCCUST
npomiack He 6osee 3 Mec [6]. Y. Shimohakamada u co-
aBT. ONIMCAJIN CJIydail JOCTYKCHUSI HE TOJIBKO KIMHHUKO-
TeMaTOJIOTMYECKOM, HO U MOJIEKYJISIPHOM PEMUCCHUMN Y T1a-
nuenta ¢ OMJI M2-BapuanTa c t(8:21)(q22;q22) Ha poHe
NPUMEHEHUS BBICOKMX 103 METWITIPeaHU30I0Ha [7], on-
HAKO M3BECTHAS aKTUBHOCTD BBICOKHUX J103 METUJIIIPESTHM -
3ooHa mpy OMJI He TTO3BOJISIET OXapaKTepU30BaTh TAKYIO
peMHCCHIO KaK croHTaHHYIO0. A. Rashidi u coaBT. ObLIO
MIPOBEICHO PETPOCIIEKTUBHOE MCCICIOBaHNE U IIpOaHa-
JmsupoBaHo 46 ciaydaes CP ipu OMJI. Meauana Bo3pacTa
HaleHTOB Ha MOMEHT YCTaHOBJICHUSI JUAarHO3a COCTaBU-
na 48,5 (11—83) roma. B mooBuHE Bcex cirydyaeB MOpdo-
norndeckuii Bapuant OMJI 6611 onipenesieH kKak M4/M 5
no FAB-knaccugukaunm, B To BpeMs Kak 0 M7 He coo0-
manock. Y 1 mauueHTa ObUIM 3KCTpaMeayJUIsipHOe opa-
KeHue (MUEJIOUIHAs capKoMa) U BOBJIEYEHNE KOCTHOTO
Moasra. Y 42 (91,3 %) u3 46 nauyeHTOB 10 HACTYIUICHUS
peMuccuM pa3Buiiach auxopanka, y 32 (71,1 %) u3 45 na-
LIMEHTOB OBUIM MIOCHTU(MUIIMPOBAHB MH(PEKIIMOHHEIE
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npouecchl, a 32 (82,1 %) 601bHBIM TOTPeOOBAIACH FEMO-
TpaHcdy3ust. Hanbosee pacrpocTpaHe HHBIMUA MH(PEKIIMOH-
HBIMU COOBITUSIMM ObUTH IIHeBMOHUS (54,5 %), OakTepreMust
(24,2 %) v uHbekuUM KOXu/MIrkux TKaHei (12,1 %).
MenunaHa mpomOKUTEIbHOCTA PEMMCCUU COCTaBUIIA
5 (1-120) mec. B 2 ciygasix peMuccust COXpaHsiach B Te-
yenue 100 u 120 Mec cOOTBETCTBEHHO [4].

B Hacros1ei cTaThe MbI IIPEICTABISIEM CEPUIO KIIK-
Hudeckux ciayyaeB CP y meTeil co CXOOHBIMU LIUTOTEHE -
TUYECKUMH XapaKTEPUCTUKAMU, KOTOPbIE BO3HUKIIU
Ha ¢hoHe CUCTEMHBIX MH(EKLIMOHHBIX MTPOLIECCOB U Tepa-
IKMU [IIOKOKOPTUKOCTEpOUIaMu B 1 ciiydae.

Knunuyeckunn cnyyaii 1

IHayuenm U.b., 5 rem, 6 debrome 3a601e6anusn Oviau
NPU3HAKU ACMEHUYECK020 CUHOPOMA, Haaudue 2enamocnie-
Homeeanuu. I[Ipu nocmynaenuu 6 obuem ananuse Kpogu: ypo-
seib eemoenobuna — 102 e/n, spumpouumos — 4,06 < 10%/x,
mpomboyumos — 22 x 10°/a, aeiikoyumos — 7 x 10°/n;
AelKoyumapHas opmysa: Koauuecmao naioukos0epHsix
Hetipogunros — 5 %, ceemenmosdepuoix — 12 %, aumepo-
yumoe — 35 %, monoyumoe — 33 %, bracmuoie Karemku
He udenmudghuyuposarucs. B muesoepamme Habar0danroce
3ameuwjeHue KOCMH020 M032a AelikeMU4ecKumMu KAemKami,
npeonoaoICUMenbHO MUEAOMOHOUUMAPHOU AUHUU Jughhe-
peHuuposku. Pezynrsmam yumoxumu4eckoeo ucciedo8anusi:
Hecneyuguueckas scmepasa NPosGUAA NOAOHCUMENbHYIO
peakyuro 6 100 % cayuaes. Peakuyus no memody PAS oxaza-
Aace nosumugnoili auuts 8 49 % baacmuoix kaemok. Okpa-
WUBaHUEe HA MUENONEePOKCUAasy U Aunudsl 0an0 ompuyamenb-
Hble pe3yabmamel.

s 0doobcaedosanus u nposederus: cheyugu4eckoil me-
panuu nayuerm ovia eocnumanuzuposearn 6 HMHUI] JITOH
um. Jmumpus Poeauesa. [lo pe3yrbmamam eenemuueckozo
uccne008anus KAemok KOCMHO20 M032a UOeHMUDUUUPOBAH
HOpManbHblil Myscckoll Kapuomun (46,XY), nepecmpoexk ee-
Hoe CBFB-MYHI1, ETV6, NUP9S, MLL, PML-RARA
He o6Hapyxcero. [lpu obwexkaunuueckom uccaedoeanuu au-
Keopa baacmHuble Kaemku He uoeHmuguuyuposatsl. Pebenky
obln ycmarnoeénen duaenos: OMJI, M5a-eapuanm, 6e3 nopa-
JHCeHUsL UeHMPANbHOL HEPBHOLI CLICMEMbl.

B 63U ¢ ucx00HO MAdNCENbIM COMAMUMECKUM COCMOsI-
Huem, 00yca081eHHbIM 08YCMOPOHHEI NOAUCeeMEeHMAaPHOLL
NHe@MOHUell, Ha4aa0 NPOMUBOONYX0AEB0I MePanUU PeuleHo
0bL10 OMA0NHCUMb, NPOBOOUAACH UHGDY3UOHHAS, AHMUOAKMe-
pUabHas u npomugoepubkogas mepanus (nunepayuiiun +
maszobaxmam, memponudazon, gaykornaszon). Ha gpone neue-
HUsl Hab1100anacs NoA0HCUMeNbHAs OUHAMUKA: UHQEKYUOH-
Hble 0uaeu ObLAU KYNUPOBAHbL, HUGEAUPOBANUCH 2eNamochie-
HOMe2anus, pecnUpamopHsie paccmpoicmea.

[locre cmabunuzayuu kaunu4ecko02o cocmosiHus Obia npo-
6e0eH KOHMPOIbHbILL AHANU3 2eMOSPDAMMbL U BbINOAHEHA KOCH -
Homo3eoeas nyHkyus. Ilo pezysbmamam eemozpammol éce
noKazamenu Haxo0UAUCh 8 pAMKAX (PU3U0A0UHECKOL HOPMbL,
6 NyHKmame KOCMH020 M032a 61acmHublx Kaemok Hem. Taxum
obpazom, Oblia ycMaHo6AeHa CHOHMAHHASL KAUHUKO-2eMamo-
Aoeudeckasn u yumoeenemuyeckas pemuccusi OMJI.

OdHako uepe3 22 mec y nayueHma paseuacs cmpemi-
menbHblll BHeKOCMHOM032080i1 peyudue OMJI ¢ sxcmpame-
OVAAAPHBIM NOPAJICEHUEM MASKUX MKAHel npagoil opoumel,
cepouya, 6HYmMpuepyoOHbIX AUMPBAMuU4ecKux Y3108, OpoUHoO
nosocmu u 3a6prOWURHO20 NPOCMPAHCMBA C NOCACOYIOUUM
MOAHUEHOCHBIM NeMANbHBIM UCX000M. Yuumbleasn msicensiil
comamuyecKuil cmamyc nayueHma, o0yci08AeHHbii NOAUOP-
2aHHOU He0OCMAamo4HOCMbIO, XUMUOMepanesmu4ecKoe je-
YeHue npogecmu He y0aiocs.

Knunnyeckuin cnyyai 2

Ilayuenm C.I., 11 aem, 3abonen ocmpo, obpamuncs
K neduampy c scarobamu Ha GedbpusbHyr AUXOPAoKy u 6014b
6 Jcueome. B obsexmuserHom cmamyce obpawyanro Ha cebs
BHUMAHUe y8eaudeHue neueHu U ceae3enku. B eemoepamme:
YpoeeHb 2eMoenobuna — 56 2/a, mpomboyumos — 140 x 10°/x,
aeiikoyumos — 60 x 10°/a, 6nacmuvie knemku — 6 %. B mu-
esoepamme — cyoOmomanvHas UHQDUABMPAUUS KOCIMHO20
mo3zea baacmuvimu kaemxamu 66 %. Humoxumuueckoe
uccnaedoganue, ummyHnogenomunuposarue (UDOT) u mo-
NeKYAAPHO-2eHemuuecKas eepu@ukayus no mMecmy icu-
menascmea He Oblau npogedensl. Ilo pesysomamam mueno-
2pammsl pebeHKy npedeapumenbHo yCmaHogAeH OUAcHO3:
OMJL

C yuemom necmabuabHo20 cocmosiHusi, 00ycA081eHHO20
Haauvuem GedpusbHOU AUXOPAOKU U AOOOMUHANLHBIM OOAe-
8bLM CUHOPOMOM, NO MECMY JCUMENbCMBA NPOBOCUAUCH KOM-
OUHUPOBAHHAS AHMUOAKMEPUANbHAS U NPOMUBOPUOK08AS
mepanus, mpancgy3uu 3pUumpoyumHoll Maccol U ceexcesa-
MOPOIHCEHHOU NAA3MbI.

[locae cmabuauzayuu comamuteckoeo cmamyca pebeHok
ovin nepeseden 6 HMHUILI JITOHU um. [Amumpus Poeauesa.
B xode o6caedosanus 6 2emoepamme He 8bisI6AEHO GbIPANCCHHBIX
NamonoU4ecKUx usmMeHeHull: yposeHs cemoenoburna — 105 e/,
mpomboyumog — 382 x 10°/a, neiixoyumos — 4,14 x 10°/a;
AelikoyumapHas hopmyna: Koauvecmeo Memamuesoyumos —
1 %, muenoyumos — 1 %, ceemenmosdepHovix Helimpoghu-
106 — 35 %, bazogunoe — 1 %, 303unogunoe — 1 %, aum-
goyumos — 46 %, monoyumos — 15 %, Gnacmuvix Kaemok
Hem. B muenoepamme — nonnas pedykyus onacmosa (2,4—4 %).
IlIpu UDT kaemok KocmHo20 Mo32a UOeHMUPDUUUPOBAHA
ocmamouHras nonyaayus onyxonegwvlx knemox CD2/CD10"/
CD19"/CD34*/CD45*dim/HLA-DR", umo coomeemcmago-
eano ummyrogpenomuny OMJI. Ilo pe3yromamam yumoeere-
muueck02o uccaedosanusi Obla YCMAHOBAEH HOPMANbHbLI
myaxucckoil kapuomun (46,XY). Ilpu monexyrsapHo-eenemuye-
ckom uccnedosanuu 6 3k3one 18 cena KIT evisienena 3amena
¢.2532G>T, nepecmpoex eenoe MLL, CBFB-MYH11, ETVG6,
NUP9S, PML-RARA ne obnapysicero.

Ilo dannbim nepecmompa npenapamos KOCMHO20 M032d
mopghonoeuueckas KapmuHa KOCMHO020 M032a COOMBem -
cmeosana M5b-eapuanmy OMJI. Llumoeenemuueckoe uccae-
008aHUe KOCIHO020 M032a HA UHULUAAbHBIX MA3KAX KOCHHO020
MO032a He NPOBedeH0 8 C83U C BbIPANCEHHBIMU HAPYUIEHUAMU
cmpykmypol JITHK.

Ilo peszyasmamam obcaedosanus ¢ HMHUI] JTOH
um. Imumpus Poeaueea na momenm nocmynieHus y nayuenma
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duaenoz OMJI eepughuyuposan He 6bln — npusHaxu pedpunb-
HOIl AUX0padku omcymcmaeosanu, nokazamenu obujeeo ana-
AU3A KPOosU, YPOBeHb NaKmamoeeudpozeHasvl 6biau 6 npede-
AaX 803PACMHOLU HOPMbL, NO OQHHbIM MUEA02DAMMbL
AelikemMu4eckux O1acmubixX KAemoK Hem.

Takum o6pazom, ¢ yuemom noayHeHHbIX KAUHUKO-1a00-
PAmopHbIX OaHHBIX Y nayuenma 0biaa 3ape2ucmpuposana
1-5 choHmMaHHAA KAUHUKO-2eMAMOA02UYECKAS] PEMUCCUS
OMJI. Odnako uepe3 3 mec pazsuics panHuil peyudus 3a60-
Ae6anUsl ¢ nepecmpolikoil auneinocmu na B-11 ocmpuuii aum-
gobaacmmuutii aeiiko3. B nocaedyrowem ¢ yuemom 6unruneii-
HO20 8apuanma ocmpozo Aeiko3a pebenKy mMoouguuupoeana
mepanus: ¢aza uHOyKyuu npogedena 8 cCoomeemcmaul ¢ npo-
moxonom ALL-MB-2015. Ilocae 36 Oneil uHOyKyuu yposets
MUHUMANbHOU ocmamoyHoll boaesnu (MOB) memodom UDT
cocmasun 0 %.

B Hacmosiuee pems pebeHOK Jicue U Haxooumcst 6 NOAHOL
KAUHUKO-2eMamoao2u4ecKoll pemuccuu bonee 5 aem.

Knunuyeckun cnyyaii 3

boavnoii I'.C., 11 rem, 6 debrome 3a601esanusn Habar0-
daauce gebpusumem, acmenuueckuii cCuHOpom, 61e0HOCMb
KOJICHBIX NOKPOBOB, YeauteHle NeveHU U ceae3eHKU.

B eemoepamme: yposers cemoenobuna — 56 e/n, apumpo-
yumog — 1,74 x 107/a, mpombouyumos — 140 x 10°/a,
aeixoyumos — 0,63 x 10°/a; nelikoyumapras gopmyaa:
KoAu4ecmeo naioukoadeprolx Hetimpogunoe — 4 %, ceemen-
mosdepnvix — 26 %, aumgpouumos — 46 %, monoyumos —
12 %, s03unogpusroe — 6 %, baacmuvie kaemku — 6 %.
B muenoepamme — momanvras uH@uabmpayus 6AacmMHbIMU
Knemxamu. Tlpu yumoxumuveckom anaiuse peakyus Ha mue-
A0nepoKcuoasy noaoxcumensvia 6 63 % kaemox, 00HaAKo
HOAHYI0 YUMOXUMUHECKYIO 8ePUDUKALLIO BbINOAHUMb He YOa-
aoce. Ilpuy UDT kaemok kocmuoeo mozea CD2 — 100 %,
CD7—90 %, CDI1la— 100 %, CD33— 100 %, CD34— 100 %,
CD — 45 %, CDI13 — 90 %, umo coomeemcmeyem uMMyHO-
genomuny OMJI ¢ koaxcnpeccueit CD2, CD7. Ilo pe3yavma-
Mam yumoeeHemu4ecko20 Uucciedoeanus o0Hapyicena dene-
yus OauHHo20 naeva xpomocomnl 7 (del(7)(q22)), komopas
Oblaa noomeepiucoeHa Mmemooom GayopecueHmHol eubpudu-
sauuu in situ (FISH). B xode uccaedosanus auxeopa namo-
A02uyeckue baacmusle Kaemku He eepugpuiuposansi. Ilpu mo-
AEKYASPHO-2eHeMUHeCKOM UCCAe008AHUL NePeCmPOeK 2eH08
MLL, CBFB-MYH11, ETV6, NUP9S, KMT2A, PML-RARA
He 00Hapycero. Pebenky ovin ycmanoeaen duaenos: OMJI,
Mx-eapuanm, c kosxcnpeccueii CD2, CD7, 6e3 nopacerus
YyeHmpanbHol HepeHoil cucmemvl, del(7)(q22).

Ilayuenm noayuun mepanuro no npomokoay OMJI-MRD-
2018 6 noanom obseme 6e3 nHapywernus maimunea. Ilocae
UHOYKUUU NPOBe0eH0 KOHMPOAbHOE 00caedo8aHe, no pe3ynb-
mamam Komopozo 0blna 3ape2ucmpupo8ana NOAHAsL KAUHUKO-
eemamonoeuyeckas pemuccus: ypogeno MOb memodom UDT
cocmasun 0 %, npu uccaedosanuu yumMoeeHemu4ecKum
memodom del(7)(q22) 6 knemkax KocmHo20 M032a He UdeH-
mugpuyuposana. Tpu nocaedyroujue ghazol KoHcoaudayuu
OblaU NPOBedeHbL cO2AACHO NPOMOKOLY be3 HapyuleHus maii-
MUHed, UHQEKYUOHHBIX OCAONCHEHUL He OmMe4danocs.

B nocaedyrowem 6 cea3u ¢ OKOHUAHUEM MEPanul nayueHm
ObLa 8binUCaH 045 OanbHellule2o HabN0eHUs. N0 MeCy JHcu-
menvcmea.

Yepes 3 e00a nocae Hauara mepanuy cOCMosHUE NAYU-
eHma yxyouunocs, nOABUAUCH PeyUudUsupyouue 3nu300bl
ebpunvHOll AUXOpadKU, peoma, 3ano003peH peuuous 0CHOG-
Hoeo 3abonesanus. B eemoepamme nabarodarace dgyxpocm-
Koeas yumoneHus (ypoeeHs eemoenobuna — 56 e/a, aeii-
Koyumog — 0,6 x 10°/1), Koauuecmeo mpombouumos —
133 x 10P/a, bnacmubix Kaemok 6 nepugepu4eckoil Kposu
He ObL10. [lo pe3yavmamam 6UOXUMU4ECK020 AHAAU3A KPOBU
cneyugpuueckux usmMeHeHull He 6vis6aeHo. B muenroepamme
demexmuposanocs 45 % ananaaszupoeanHvix OAACMHbIX Kae-
mok. Jannvie HOT kocmuozo mozea: 36 % baacmubix Kae-
mok, ummyHogpenomun coomeemcmeyem OMJI ¢ kosxcnpec-
cueit CD2, CD56. IIpu cmandapmHom KapuomunuposaHuu
obHnapyxcena del(7)(q22), umesuias mecmo UHUUUAABHO.
IIpu uccaedosanuu FISH del(7q) noomeepicoena.

C yuemom uHgeKyuoHHo20 npoyecca nposedena cnupanb-
Hasl KOMUBIOMEPHAS MOMOPAPUSL 0P2AH08 SPYOHOU KAemKU,
OUazHOCMUPOBAHO UHMEPCIMUYUANbHOE NOPAJICEHUE NeCKUX,
KOmopoe ¢ 8blCOKOU 6EPOSMHOCMBIO ACCOUUUPOBAHO C HOBOL
Kkoponasupycroil unghexyueii (COVID-19). Ilo nosody ms-
Jcenoeo uHpEKYUOHHO20 Npoyecca NAyUeHm no Mecmy Hcu-
meabemea noAYHal NPOMUEOBOCNAAUMENbHYIO (6 MOM HUCAe
OeKcamemasom), aHmubaKmepualbHyo, RPpOMUEoepUOK08yHo
U aHMUKoayAaHmuyio mepanuro. B ounamuke uepes 2 Heo
BbINOAHEHA KOMNbIOMEPHAS MOMO2PAapUsi, NO pe3yabmamam
KOmopoi HabA0aAUCy KOHCOAUOAUUS U YMEHbUIeHUE CheyU-
@uHecK020 nopadiceHus NeeKux.

C yuemom HU8eAUPOBAHUS KAUHUHECKUX NPOSGACHULL
UHpEKYUOHHO20 NPOYecca U Yacmu4H020 860CCIMAHOBACHUS
nokasameneii eemoepammol (ypogers eemoenobura — 104 2/,
mpomboyumos — 94 x 109/, sapumpouyumoe — 3,01 x 10%/a,
aeiikoyumos — 2,21 x 10°/a; neiikoyumapuas gopmyaa:
Koauuecmeo mueaoyumos — 1 %, narouxosdepuuvix Heii-
mpoghunoe — 0 %, ceemenmosdeprovix — 22 %, aumgpoyu-
moe — 76 %, monouyumoe — 1 %, s03unogpuroe — 0 %,
onacmuvie knemku — 0 %) nposedena KOHMPOALHASL KOCH-
HoMo3208a5 nyHkyus. Ilo pesysbmamam muenoepammol
Habadanace pedykyus oaacmosa ¢ 45 0o 1 %. Ilo dannoim
HUDT kocmuoeo mozea yposeno MOKB cocmasun 3,6 %.

Ha ocrogaHnuu noaoxcumenvoil OUHAMUKY CO CIOPO-
Hbl KAUHUYECKOU KapmuHbl, OAHHbIX Aa00pamopHoeo 00-
C1e008AHUSA 3aPeUCMPUPOBAHA 2-51 CHOHMAHHAS KAUHUKO-
eemamonoeuyeckas pemuccusi OMJI, oonaxo ¢ yuemom
cheyupuKU 0CHO8H020 3a004€8aHUSL, BbICOKO20 PUCKA NPO-
epeccupogaHus Ha gore evicokozo yposrs MOD npunsmo
peuerue 0 nposedeHuu xumuomepanuu (nocaedoeamens-
Hoix 6n0k06 FLA u FLAI) ¢ nocaedyroweii arnoeenuoil
MpauHcnAaHmayueti 2eMOnOIMUHECKUX CME0A0BbIX KAEMOK.
Ilocae 2 kypcoe noauxumuomepanuu neped npogederuem
2anA0UOeHMUUHOU MPAHCNAAHMAUUYU 2eMONOIMUHECKUX
cmeonosuix Kaemok yposenbs MOB memodom UDPT cocma-
eun 0 %.

B nacmoswee epems pebenok icue u Haxo0umcs 6o
2-il HOAHOU KAUHUKO-2eMAmOA02UMeCKOll peMuccuu.
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CnionranHas pemuccust OMJI — kpaitHe peakoe U I1o-
YTHU BCETJa TPAH3UTOPHOE COOBITHE, CPEIHSIS TTPOIOIKI -
TEJIBHOCTb KOTOPOTO, IO TAaHHBIM JINTEPATYPHI, COCTABIISICT
7,7 (1-36) mec [8]. Ha ceromHsIHMIi IeHb OONBIIMHCTBO
ciyyaeB CP npu OMJI onmcaHo y malMeHToB 0e3 IUTO-
TeHEeTUYECKUX U3MEHEHNI ¢ HOPMAaJIbHBIM KapHOTUIIOM
[9]. C 1979 1. 6puT1O 3aperucTpupoBaHo okoio 100 ciryyaes
CP nipu OMJI, x0Ts1 naToreHeTU4eCKNEe MEXaHU3MBI, Jie-
JKalye B OCHOBE 3TOTO SIBJICHHUS, OCTAIOTCS HE 10 KOHIIA
sgcHbMH [10]. CP ormeuanach y 6oabHEIX OMUJI ¢ paznmmnu-
HBIMUA IATOTCHETUICCKUMU aHOMAIUSIMU, TAKUMU KakK
RUNXI-RUNXITI, PML-RARA, KMT2A-niepecTtpoiika,
CBFB-MYHI11wn MOZ-CBP [11—14]. dpyrue MOIeKyIsip-
HO-TeHETUYECKNE aHOMAJINK, KOTOPhIC OBLIM OTMEYCHBI
y nanueHToB ¢ CP, Bkimovyanu myrauuu B reHax NPM 1,
RUNX1, sniireHETUYECKO peTyIsIini, a TaKKe U3MeHe-
HMSL B CTPYKTYpE PELIETITOPOB POCTa KIIETOK 1 KOMITOHEHTaX
WX CUTHAJIBHBIX TyTeit, Takux Kak FLT3-1TD, BRAF, NRAS,
KRAS n netipopubpomaros Tuma 1 (NFI) [15-20].

Bbruta BeIIBMHYTA TUIIOTE3a O IMMOTCHIIMAIBHON POJIU
MHMEKIIMOHHBIX aTreHTOB, a TAKKE TeMOTpaHC(Y3Hil B BO3-
HukHOBeHNH CP myreM MHMIIMAIIMM UMMYHHOTO OTBETa
U, KaK CJIeNCTBUE, aHTUJIeliKeMuuecKoro addexra. B Mo-
JIEKYISIPHO-TEHETUIECKMX MCCIIEIOBAaHUSIX TIPOJICMOH-
CTPHUPOBAHO, YTO JICMKEMHUIECKUE KICTKHU IIPOIOIKAIOT
IIpeTeprieBaTh MPOIECChl KIIOHAIBHONM SBOIOIUN IaXKe
Bo BpeMs1 CP. OcTaTouHbIe KJIOHBI MOTYT BBI3bIBATh PEIIU-
nuBbl OMJI, omHAaKO MaJIO YTO U3BECTHO O IIPUOOpETEHNN
XUMMOPE3NCTEHTHOCTU 3TUMM Ki1oHamu nociie CP [16].

[lepBocTeneHHO BaXKHBIM ITOTEHIIMATBHBIM MEXaHU3-
MoM nHutmauuu CP aBnsiorces nuroTokcnueckue apdex-
Tel NK-kneTok n T-muMboIuTOB, KOTOPHIE YYaCTBYIOT
B IIpolieccax BPOXICHHOTO W aJalITUBHOTO MMMYHUTETA.
Btopoii moTeHLMaNIbHBIA MEXaHU3M, C IIOMOIIbIO KOTO-
poro MHGpEKIMOHHBIE TIPOIIECCH MOTYT CIIOCOOCTBOBATH
CP, — n30bITOYHAS CeKpeIs IIPOBOCIIAIUTEIHPHBIX IIMTO-
KWHOB, TAKMX KaK (hakTop HEKpO3a OITyX0oiu, UHTEPHOEPOH Y
Y1 UHTEPJICHKYH 2. DT MEXaHMU3MBbI TPUBOJSAT K MOBBIIIIE-
HUIO aKTUBHOCTU T-1MM(POLUTOB, MaKpo(aroB 1 eCTeCT-
BeHHBIX KuniepoB (NK). Takke urpaet pojib akTUBAIIMsI
C TIOMOIIBIO AHTUTETO3aBUCUMOMN KIIETOYHOW LIUTOTOK-
CUYHOCTH, uTO BeAeT K aktuBauuu NK, T-mumdponuron
1 Makpodaros [21]. Bosaee Toro, B 1uTeparype OBLIO T0-
Ka3aHO ITOBBIIIIEHNE YPOBHS (haKTopa HEKpO3a OIyXO-
JIM ¥ MHTepJIeKWHA 2, a TaAKXKe YBEIMICHNEe aKTUBHOCTH
NK-knerok Bo Bpemst uHpekiuit y naueHToB ¢ CP [22].
ITo HEKOTOPHIM HaHHBIM, TaKXE W I'PaHYJIOIUTAPHBII
KOJIOHUECTUMYIUPYIOIMNiA (haKTop, M IPaHyIOIIUTapHO-
MakpodarajgbHbII KOJOHUECTUMYIUPYIOIINI (PaKTOp
TUIIOTETUYECKN MOTYT OKa3bIBaTh aHTUJICHKEMUIECKUI
s dexT [23]. AKTUBALIMS BPOXIEHHOTO U aJaliTUBHOTO
WMMYHHOTO OTBETa MOXKET IIPEICTABIISITh COOO ITOTCHIIM-
aJIbHBI MEXaHU3M IJIUTSIBHOTO KOHTPOJIST 3a00JICBaHMS.
B 2012 1. ObUT onMcaH KIMHWYECKUI CTydail TamyeHTa,
y KOToporo Habmoganack jymmtenbHasg CP Ha ipoTsskeHun
10 neT. Y maHHOTrO MalueHTa in vitro OBIJIO TIPOAEMOHCTPH -

poBaHo, 4To NK-KJIeTK1 NposIBIsIIOT HIUTOTOKCUYECKYIO
AKTUBHOCTH MPOTUB KJICTOUYHON JTUHUM MUEIOUIHOTO
JIeiiKo3a ¢ ToBbIIIeHHOoM 3kcnpeccueii CD107a [24]. Kpo-
Me€ 3TOro, MH(MEKIIMOHHBII IIPOLIeCC 3a4acTyI0 COIIPOBO-
KIaeTcs TUIIepraMMariooyJIMHeMUel, KOTOpast KOCBEHHO
MOKET OBITh OTHUM 13 BO3MOXHBIX MEXaHU3MOB BO3HMK-
HoeHmst CP mpu OMII [9, 25].

ODHUM U3 TTOC/IEICTBUI aKTUBALIM UMMYHHOM CHC-
TEeMBI SIBJISICTCSI arpecCUBHAS MPOMYKIINS MMMYHOKOM-
MMETEHTHBIMUA KJIETKAMU aKTUBHBIX (DOPM KHCIOpPOJA.
IlocnenHue gaHHBIE CBUAETEILCTBYIOT O TOM, UTO OJIacT-
HbIe KJIeTKM ¢ mytauueiit NPM1 6onee 4yBCTBUTENbHBI
K OKHMCJIUTEJIEHOMY CTpeccy. MOXKHO TMIIOTETUYESCKY TIPe-
TTOJIOXKUTD, YTO CYIIECTBYET B3aUMOCBSI3b MEKITy BOSHUKHO-
BeHueM CP 1 aKTHUBHOCTBIO IIEPEKUCHOTO OKMCICHMS JIM-
IMUI0B, KOTOPYIO €1l MPEACTOMT IOATBEpAUTH [26, 27].

[lo HameMy MHEHHIO, OIIMCAHHBIC KIIMHUYECKHUE CITY-
Yay TOCTAaTOYHO TOYHO COOTBETCTBYIOT JAHHBIM MUPOBOM
yutepatyphl. Bo Bcex cayyasgx CP Hactynuma Ha ¢doHe
CHCTEMHBIX MTH(PEKIIMOHHBIX IIPOLIECCOB: B IIEPBOM CJIydae
IMOJICeTMEHTapHAasl THEBMOHMSI, BEPOSITHO, OaKTepHallb-
HOTO reHe3a; B IOCJIeIHEM clTydae MH(MEKIIMOHHBIM IIPO-
1IecCoOM ObljIa ITHEBMOHUSI, STHOJIOTHICCKUM (haKTOPOM
KOTOPOI1 SIBJISIIACh HOBasi KOpOHABUPYCHAsT MHMEKIINS.
I[IpyHuMasa Bo BHMMaHHE TOT (haKT, YTO IO IOBOIY
COVID-19 B kayecTBe IPOTUBOBOCITAJIUTEIFHOM TepaITiu
MAlIMeHT TOJyJal TJIIOKOKOPTUKOCTEPOUIBI, HEIb3S
HUCKJTFOUUTD, YTO UIMEHHO 3TO SIBUJIOCH BEAYIIMM ITaTOTeHe-
TUYECKUM 3BEHOM MHUIIUAIINY «CTIOHTAHHO» PEMUCCHH,
TaK KaK OIMCaHbl eAMHUYHBIE CTydyar BOSHUKHOBeHUsT CP
y marmeHToB ¢ OMJI Ha (boHe Tepany BEICOKMMU J03aMU
METWINPEIHN30JI0HA.

CaMBIM MHTPUTYIOIINM BOIIPOCOM IIPU OOCYKICHUN
CP nipu OMJI saBisieTcs naxke He caM MeXaHU3M UHIYKIIMT
PEMUCCUN, a MEXaHM3MBI €€ MOIIepKaHUSI, OCOOCHHO
IIPY MHOTOJISTHEW JUIMTEIbHOCTA PEeMHCCUM. B cBsA3mM
C 3TUM YMECTHO IpoBecTH napayienu Mexay CP u crion-
TaHHBIM pa3pelIeHneM TPAaH3UTOPHOTO AHOMAJTLHOTO MUe-
Jiorio33a npu cuHapoMe JlayHa. TpaH3UTOpHBIA aHOMAaTbHbIIA
MUEJIOII033 TIPEICTaBIsIET COO0M KIOHAJIbHOE pacCTpoii-
CTBO (heTaTbHOTIO MUEJIOII033a, KITMHUIECKH 1 TeMAaToJI0-
ruyecku HeotimuuMoe oT OMJI, camocTosaTeIbHO pa3pe-
IIaoIIeecs: B TeUeHNE HECKOIbKUX HEAe/Ib NI MECSILICB,
HO ¢ PUCKOM pa3BUTHs yxXe uctuHHoro OMJI u3 KioHa
¢ mepcucTupylomlei myraiueit B rene GATA . Bo3amoxHo,
MexaHu3M ctaHoBieHus CP ¢ mocienyoommM pelmanBoM
OMIJI cnenyeT TO¥ k€ 3aKOHOMEPHOCTH,, KOT/Ia BBIIIIEOITH -
CaHHBIC BO3ICHCTBYS (LIMTOKMHBI, aKTHBAIIAS KJIETOYHBIX
3¢ HEKTOPOB) IMMMUHUPYIOT OCHOBHYIO MaccCy JISKeMmde-
CKUX KJIETOK, HO HECITOCOOHBI 3JIMMUHNPOBATh CTBOJIOBBIC
KJIETKH OITyXOJIU WX IIPeUICMKeMIUIECKIE MPEAIIeCTBeH-
HUKHU, KOTOPBIC ITPY BOZHUKHOBEHHMH TOIOJHUTEIHHBIX
JIEMKEMOT€HHBIX MyTallMil CTAHOBSITCSI ICTOYHUKAMU pa3-
BepHyTOTO pertuana OMJI. OueBumaHO, YTO IS JOKa3a-
TEJIbCTBA 3TOM THIIOTE3bl HEOOXOMMMBI TMHAMUYECKIUE
MOJIEKYJISIPHO-TEHETUUECKHE MCCACIOBAHMST MAJIBIX ITO-
ITYJIIIAA paHHUX TeMOTIO3TUYECKUX ITPEIIIeCTBEHHUKOB.
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Wcxons u3 pe3ysibTaToB MPOBeIeHHOI0 0030pa IuTepa-
TYpPBI ¥ OIIMCAHHBIX KIIMHUIECKUX CIy4aeB, MOXKHO CIeJIaTh
BBIBOI O TOM, 4T0 CP mmpu OMJI — mocTaTouHO pemKwii,
MaJIOM3YyYeHHbBI U TPAaH3UTOPHBIN MTATOJIOTMYECKUI (heHO-
MeH. B COOTBETCTBUY € OMBITOM HAIIIETO LIEHTPA XOTENIOCH Obl
OTMETUTh, YTO 3a 12 JIeT ObIT0 MASHTU(UIIMPOBAHO BCETO
3 ciygas CP u3 6onee yem 1000 marmmenToB ¢ OMJI. OcHOB-
HBIM TUMIOTeTHMYeCKUM MexaHu3MoM npu CP sBisercs
aKTUBALIMS 3BEHBEB BPOKIECHHOTO Y aalITHBHOTO UMMYHH-
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TeTa, YTO IMIPUBOIUT K IIPSIMOMY aHTHJIEHKEMITIECKOMY (-
dexTy. MbI IpeacTaBUIN 3 YHUKAIBHBIX KITMHUYECKUX CITY-
qasi, XapaKTePUCTUKN KOTOPHIX ITOJIHOCTHIO COIIACYIOTCS
¢ TAaHHBIMM MCTOYHMKOB JINTepaTypbl. OqHaKo 111 Ootee
JIETAJIGHOTO M3YYEeHMSI 3TOTO BOIIPOca TpeOyeTcsl IPOBEACHIE
JTOTIOTHUTEJIBHBIX PETPO- Y IIPOCIICKTUBHBIX UCCIICIOBAHUIA.
IMonnmanue GyHIaMEHTAIBHBIX MOJIEKYISIPHO-0MOI0TH-
YECKMX ITPOLIECCOB JAHHOTO (DeHOMEHA B ITEPCIIEKTUBE MO-
XKET OTKPBITh HOBBIE MOTEHLIMAJIBbHBIE TEPAIEBTUYECKUE
MMIIICHH JIJISI IMMYHOTEPAIIiU OCTPBIX JISMKO30B.
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