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AHHOTALUA

YCTpoiCTBO OTHOCHTCS K MEIUIMHE, a MMEHHO K IOTPYXXHBIM (QHUKCHUPYIOLUIMM YCTpOHCTBaM JUis
TPaHCIEAUKYIIPHOH (uKcaIuu Mo3BoHOYHKKA. [[ITaHra H3roTOBJICHA U3 CIUIaBa HUKeIua TuTana mapku TH-10
C TeMIIepaTypHBIM HHTEPBAJIOM BoccTaHoBIeHUs Gopmbl +10 — +25 rpagycos C. [IpokcumanbHast U TUCTalIbHbBIE
YaCTH IITAHTH BBIIIOJIHEHB! B BUAE OYKBBI «V» JaTHHCKOTO ajdasurta JUIMHON 15 MM, HadanmpHbIN yroa 10-15°.
Hepez[ YCTaHOBKOP'I HITaHTI' Pa3IBOCHHYIO 4aCTb C)KUMAKOT HJ'IOCI(OFy6L[aMI/I J10 KOHTAKTa IMOJIOBUH MEKIY CO6OI>'I,
OXJIAXKAAKT KOHCTPYKIULO. CokaTeIid KOHCII IITAaHI'" YKJIAJAbIBAKOT B a3 KaHaJla IS IITAaHI'M B I'OJIOBKE BUHTA,
MOCJIe Yero 3aKpy4YHBAIOT TaiiKy, (HUKCHPYIOIIYIO MITaHTY B TONIOBKe BHHTA. Yepe3 5 — 10 MuHyT 3a cyer
COTpeBaHMA KOHCTPYKIIMHU Ppa3ABOCHHAsA YaCTb PACKPBIBACTCA OO HUCXOAHOI'O IIOJOXKCHUS. TloBrImaercs
CTa0UIBLHOCTh q)HKcaHI/II/I U3MCHCHHOI'O TO3BOHOYHOT'O ABUTATCIBHOI'O CEIMCHTA B YCJIOBUAX IMPUMCHCHUA
TPAHCHEIUKYIIAPHOTO MOTrPY>KHOIO YCTPOICTBA.

ABSTRACT

The device relates to medicine, namely to submersible fixation devices for transpedicular fixation of the spine.
The rod is made of titanium nickelide alloy grade TN-10 with a temperature range of shape restoration of +10 —
+25 degrees C. The proximal and distal parts of the rod are made in the form of the letter “V” of the Latin alphabet,
15 mm long, the initial angle is 10-15°. Before installing the rod, the forked part is compressed with pliers until
the halves come into contact with each other, and the structure is cooled. The compressed end of the rod is placed
in the groove of the rod channel in the screw head, after which the nut is tightened to secure the rod in the screw
head. After 5 - 10 minutes, due to the heating of the structure, the forked part opens to its original position. The
stability of fixation of the altered spinal motion segment increases when using a transpedicular submersible device.

KiroueBble cioBa: ITaHra, TPaHCIICAUKYJIAPHOC IMMOTPYIKHOEC YCTpOﬁCTBO

Keywords: rod, transpedicular immersion device

BBenenue Vcxons u3 ombiTa MPUMEHEHHUS 3TUX  TOTPY)KHOTO OCTEOCHHTE3a IO3BOHOYHHKA SIBISIETCS
YCTPOWCTB, OJHOM W3 OCHOBHBIX CJIOXHOCTEH  CTaOWiIbHAA (UKCAWSA IITAHTH TPAHCICIHKYISPHOTO
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TOTPY’KHOTO yCTPOICTBa, TMPH €€ HEeCTaOMIBHOCTH
CHIDKAETCS Ka4eCTBO PETIO3UINN U (PUKCAITUN KOCTHBIX
(parMeHToB.

Haubomee Omu3kuM K mpemyaraeMoi MOJIE3HOH
MOJICNH SBIIETCSI YCTPOHCTBO U PENO3WIUU U
(ukcary TPYIO-TIOSCHIIHO-KPECTIIOBOTO  OTJICIIOB
no3BoHouHuka (3asBka P®  95113858). Orto
YCTPOWCTBO  JUIS  YPECKOCTHOTO  OCTCOCHHTE3a
MO3BOHOYHMKA, COJICp)KAIllee BUHTHI C TOJOBKAMH,
UMeIoIUe OOKOBBIC Ta3bl, HAPYKHYIO pe3noy,
[CHTPAJIbHBIC PE3bOOBBIC OTBEPCTHS U KPacBBIC
MPOPE3H, MITAHTH U (PUKCUPYIOIINE TAWKH.

HenoctatkoM JnaHHONW KOHCTPYKLHMHU SIBJISIETCS
BO3MOKHOCTH TI€PEMEIICHUS IITaHTH, COeIUHSIOMEH

TPAaHCIECAUKYJAPHBIE  BHUHTBL B BEPTHKAIBLHOU
IUIOCKOCTH,  YTO  TNPHUBOAMT K  Pa3sBHTHIO
HecTabmipHOCTH — (ukcatopa. Ha  pucynke 1
NPENCTaBICHA  pEHTIeHOrpamMMa,  TIA¢  BUIHA

TPpaHCIICAUKYJIApHasd KOHCTPYKOHUA C NEPEMCIICHHBIM
BHYTPHU T'OJIOBOK BUHTOB CTepH(HeM-mTaHFOﬁ. HaHHOG
COCTOAHHC BO3MOKHO €CJIM HCAOCTATOYHO 3aKPYUCHBI
I‘aﬁKH, q)HKCPIpyIOHlI/Ie 1Tanry B BHWHTC, HaJIN4YUC
packauuBaroOmiunux yCPIJ'IPIﬁ, BCJIICACTBUEC HeCO6HIOZ[eHI/I$I
COXPaHUTEIIBHOTO

ocjIeonepanuoHHOTrO pexnma,

OTCYTCTBHUSI BHeImIHeH wummoOmmmammu. [Ipu 3ToM
Pa3BUBAIOIIANCS HECTaOMIIBHOCTh ¢ukcaTopa
CTAaHOBUTCS NPUYMHONW IIOBTOPHOM oOmIEpaluu st
MMIUIAaHTUPOBAHUSI HOBOM WM YAAJIEHUS CTapou

KOHCTPYKIHH.

Heabro paboTHI CcTano UCKIIOYCHHE
BEPTUKAJIbHBIX CMELICHUH IITAaHTH, COEIUHSIOLICH
TPAHCIEAUKYIAPHBIC  BHHTBI,  YTO  MOBBIIIACT

CTaOMIBHOCTH (PUKCALIMM N3MEHEHHOTO MO3BOHOYHOT'O
JIBUTATEIbHOTO CETMEHTa B YCIOBHMAX OCTEOCHHTE3a
MOTPY>KHOM KOHCTPYKLIUEH.

Matepual W MeTOAbI MccefnoBaHusa J[na
pelIeHus TOCTABICHHOM 3aJjauy IpeiaraeTcs ITaHra
JUISL TPAHCIEOUKYJSIPHOTO MOTPYKHOTO YCTPOWCTBA,
W3TOTOBJICHHAs] W3 CIIaBa HUKENUJA TUTaHA MapKH
TH-10 c TeMIepaTypHBIM HWHTEPBAJIOM
BoccTaHOBIeHH Popmbl +10 — +25 rpagycos C, umeer
pa3/IBOCHHbIEC IPOKCUMABHYIO U JUCTAIBHYIO YacTH B
Buzie OYKBBI «V» JIATHHCKOTO andaBuTa, JUIMHOM 15
MM H HadaJbHbIHA yrom 10-15°.

Ha ®wur. 2 mnpexacraBieHsl cxema U o0Opasen
IITaHTY € Pa3IBOCHHOM IPOKCUMAILHOU U AUCTAIbHON
YJacTAMHU.

Puc. 1 TparcneankynspHas KOHCTPYKIIHUS C
MepeMEIIEHHBIM BHYTPH TOJIOBOK BUHTOB CTEPKHEM-
INTAHIOM.

Puc. 2 O6pazer mTadry ¢ pa3IBOSHHON
TPOKCUMAJIbHOW U JJUCTAIBHOM YacTIMHU.

Pa3gBoeHHBIN KOHEI] IITAHTY — 3TO M3HAYaJIbHOE
COCTOSIHME,  TIOCIE  OXJAXKACHHA  NPOUCXOAUT
COMMKEHHE pa3lBOCHHBIX dYacTed 10 IOJIHOTO
KOHTaKTa.

[IITanra BEIMOJHEHA U3 CIUIaBa HUKEJIM/IA THTaHA
mapkn TH-10 ¢ TeMmepaTypHbIM HMHTEpPBaIOM
BoccTaHoBieHUst Qopmbl +10 — +25 rpagycos C.

IIpokcumanbHass W JUCTallbHAs YacTH IITaHTH
pas3ziBoeHbl B Bujie OYKBHI «V)» JaTHHCKOTO ajdaBuTa
JUTHOH 15 MM, HawansHBIH yrom 10-15°.
Pe3yabTaThl uccjie0BaHUA U UX 00Cy:KIeHHe
JUis  TOATBEpKICHUS JOCTHIKCHUS TEXHUYECKOTO
pe3ynpTata OBUT  TNPOBEINCH  JKCICPUMEHT  Ha
mpernaparax 4eJ0BEYeCKOTO MO3BOHOYHHUKA.
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TexHuka OTIEPaTUBHOTO IpHeMa:
BMEIIATENBCTBO BBINONIHAIOT B MTOJIOKEHHUHU ITpenapara
Ha JXKHMBOTE. Pa3pe3 KOXM NPOU3BOAAT MO CpEeAHEH
JVHUH HaJ OCTUCTBIMU OTPOCTKaMHU Ha 1-2 TMO3BOHKA
BBIIE M HIKE TOBPEXICHHOTO. CKeNeTHpyroT
OCTUCTBIE OTPOCTKM M JAYXKKH JI0 OCHOBaHHSA
MONEPEYHbIX OTPOCTKOB U ONPENENAIOT CTaHIapTHbIE
TOUKM BBeJCHMS BHHTOB. Hampumep, B TIpynHOM
OTJeJie TOUKU BBEJCHUS HAXOAUINCh Ha NEPeceUeHUN
BEPTUKAIBHOM JIMHUY, MPOXOJUBILEH yepe3 cepeuny
BBIIYKIOM  9acTH  CYyCTaBHOIO  OTPOCTKa U
TOPU30HTAIBbHONM  JIMHMH, NpPOBEIEHHOH  dYepes
CepeliMHy BEPXHEH TPETH OCHOBAHHA IONEPEYHOrO
OTPOCTKA.

Ilepen ycTaHOBKOI BHMHTOB TOTOBAT 30HY HX
BBEICHUS — MO OTOr0 KyCauyKaMH  YIAlsIOT
KOPTHUKAJIBHBIA CIOH Iyrd n0 ry0daTodl KOCTH Hal
MECTOM BBEJCHHUS BHMHTA. BXOOHYIHO TOYKYy MJIA
BBEJICHUS BHMHTAa HaMEYal0T C IIOMOINBIO IIHiIa
KBaJPaTHOTO CEUYCHMSA, KOTOPOE IOCTYNaTeIbHBIMU
JBIDKEHUSIMH MOJIOTKOM BBOZSAT IO XOIy OY>KKH Ha
ryouny no 3 cm. Iloaxoasmuit mo pasmepy BHHT

YCTaHAaBIMBAIOT B OTBEPTKYy. KoHer BHHTa BBOIAT B
KaHall M BHEAPSIOT BPAIIATEIbHBIMU [JBIKCHUSMH.
Ilocne mpoBeneHus: KOHTPOIMPYEMOM OUCTPAKLHUU U
YCTpaHEHHS BCEX BHIOB CMEIICHWH MO3BOHKOB H
BOCCTaHOBICHUSI (OPMBI Tema IO3BOHKA BHHTHI
COCIMHSIOT IITAHTaMH B IOJIOKCHUH MaKCHMaJIbHOM
ajanranuu K ¢popMme no3BoHouHHKA. [Togxoasmiyro mo
pasMepy LITaHTy 3aXBaTHIBAIOT 32KMMOM, TPOM3BOAST
OXJIKAECHHE  KOHCTPYKUMH  (KHAKMM  a30TOM,
XJIOPATUIIOM, YIJICKHCIOTOH, asposonsmu  «Frisco-
spray», «Endo Frost-New») mocme wuwero ee
pa3/BOCHHYIO YacTh CHKUMAIOT IUIOCKOT'YOLlaMH 10
KOHTaKTa TOJIOBHH MeXAy coboi. CxaThlii KOHEI
IITAaHTH YKJIAABIBAIOT B Ta3 KaHajla Ui INTAaHTH B
TOJIOBKE BHHTA, IIOCJIE YETO 3aKpPydHBAIOT TaiiKy,
(PMKCHPYIONIYIO ITAHTy B rojoBKe BuHTa. Ha pucyHke
3 mpexncraBieH oOpasell — BHHT C YCTaHOBIICHHOH
IITaHTOH 1 3aUKCHUPOBAaHHOM Taiikoil. Ha pucynke 4
MIPEACTaBICHBI 00PA3LIbI LITAHT B IPSIMOM M H30THYTOM
COCTOSIHWHM,  aJalTHPOBAaHHOM K  IOJIOXKEHUIO
MO3BOHOYHOTO  CerMeHTa) CO  COJIMKEHHBIMHU
pa3/IBOCHHBIMH YaCTSIMH KOHIIOB.

.t

Puc. 3. BUHT ¢ ycTaHOBJIEHHOI! ITaHIOH M 3a()MKCUPOBAHHOMN raikou

Puc. 4. O6pa3ms! mraHr B
MPSIMOM U U30THYTOM
COCTOSIHUH

Ilocme yCTaHOBKM INTAaHTH, MPUOTUIUTEIHHO
yepe3 5 — 10 MUHYT 3a CYeT COrpeBaHMs KOHCTPYKIINN
MPOMCXOIUT PpACKPhITHE pPa3ABOCHHOM 4YacTH [0
HCXONHOTO moyiokeHus. [locie dero MaHWITYISIUH C
KOMITJIEKCOM - BUHT-IIITAHTa MIPAKTUIECKH
HEBO3MOXHBI U, COOTBETCTBEHHO, OY/IET JOCTHUTHYyTa
crabunbHas ~ ¢Qukcaums  mo3BoHKa.  [losTomy
HEOOXOAMMO YCTaHABIMBaTh IITAHTY B INPAaBUILHOM
MOJIO)KEHUH OJHOMOMEHTHO, 0e3 IEepCHeKTHBB Ha

BO3MOXKHYIO  KOPPEKLMIO €€  IOJIOKeHHS B
anbHEHIIEM.

Ilpu odkcmepuMeHTe TOclie  CTaOMIW3aluU
KOHCTPYKLIMH IaBaJIOCh TUCTPAKIMOHHOE YCHJIHE 3a
HUKHWE KOHEYHOCTH H  HAAIUIEYbsl TMpernapara
YeJIOBEUYECKOIO IMO03BOHOYHMKA, TIPOU3BOIAIIOCH

BCTPAXHMBAHUEC TYJIOBHILA, TIIOIBITKA TICPEMEIICHUA
mTaHrn ¢ I[IOMOIIBIKO  pbIYara. BepTI/IKaJII:HOFO

CMEIIEHNU IITAaHTHM HE MOCIEI0Baj0. DKCIEPUMEHT
MOKa3aJl, 4TOo IPHMEHEHHWE IITAaHTH, MpeaaraeMoi
KOHCTPYKIIMH COXpaHseT CTa0MIBHOCTh JaXe B
CIIydasix HEJIOCTaTOYHOTO YCWIHMA Ha 3aKpy4HBaHUE
raek, (PMKCHPYIOIUX [ITAHT'Y B BUHTE U IPH HAIUYUU
PACKaYMBAIOIINX YCHITHIA.

UcnpiTanus OPOBOIWINCH CO IITaHTaMU  C
Pa3IMYHBIMM ~ HAYaJIFHBIMH ~ yIJIAMH  Pa3JIBOCHHUS
MPOKCUMAaJIbHOM M AMCTaIbHOM yacTH. Yribl B 10° u
15° 4BHOAIOTCS ONTHMANbHBIMH, TIPU  KOTOPBIX
BEPTHUKAJIBHBIX CMEUICHUH IITAHTH HE HAOIOIaNoch,
COXpaHsJIaCh CTAOMILHOCTh (UKCAIIMU HW3MEHEHHOTO
MTO3BOHOYHOT'O IBUTATEIHHOTO CErMEHTA.

3akaouenne TakuM 00pa3oM, HCIMOJIB30BaHUE
[ITaHTH, TpeajgaraeMoil KOHCTPYKIHH TI03BOJIAET
JOCTHYb  TOBBINICHUS  CTa0MJIBHOCTH  (pUKCAIMU
HM3MEHEHHOTO MTO3BOHOYHOTO IBUTATEIIEHOTO CETMEHTA
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B YCIOBHSX MpPHUMEHECHHS TPAHCHEIUKYIAPHOTO  pe3pOOBBIE  TPAHCHEIUKYISAPHBIE  BHHTBL,  9TO
MOTPY)KHOTO ~ YCTPOWCTBa, IIyTeM  HWCKJIIOYEHHWS  IO3BOJISIET WCKIIOYHTH Pa3BUTHE HECTaOMIBHOCTH
BEePTUKAIBHBIX CMEIICHUI INTaHTH, COCHUHSIONIEH  KOHCTPYKIMH M IIOBTOPHOW OTIepanuy.

KJIOHAJIBHOE KPOBETBOPEHUE KAK OCHOBHAS CUCTEMOOBPA3YIOIAS IPHYNHA
U ®YHJIAMEHTAJBHBIIA MOJEKYJISAPHO - BUOJIOTUYECKUI MEXAHWU3M
BO3HUKHOBEHMSI U TIPOI'PECCUPOBAHUS HEMPOJETEHE-PATUBHBIX BOJIE3SHEN
YEJOBEKA Y IEPCIIEKTUBHASI MUILIEHD 1151 CO3JJAHUS HOBBIX CTPATETHI UX
JIEYEHUSA U ITPOPUITAKTUKH
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ABCTPAKT

Lenpto paboTs! cTano oOHapyXEeHHE HEM3BECTHOTO paHee Hay4YHOTrO (haKTa CYIIECTBOBAHHS KIOHAIHHOTO
KPOBETBOPEHUS IIPU BOSHUKHOBEHUH U POIPECCUPOBAHUH Hellpo-aereHepaTuBHbIX Oone3Heit (H/Ib) yenosexa u
IIPOBEPKAa HAYYHOH TUIOTE3bl O TOM, 4TOo HJ/Ib MHUIMUPYIOTCS M IPOJIOHTUPYIOTCS T'€HOMHO-IIPOTEOMHBIM
MOBPEXJICHUEM M (OPMUPOBAHUEM MATOCTICHHU(PUIECKUX KIOHOB COOCTBEHHBIX I'€MOIIOITHYECKUX CTBOJOBBIX
kietok (I'CK) koctHoro mosra (KM). M3ydens! 25 6oipHbIX ¢ pasnuaabiMu HJIB [6o1e3us Ansrreiimepa (BA),
6onesup INapkuncona (BIT), 6okoBoit amuoTpoduueckuit ckiaepo3 (BAC), paccesuusiii ckiepo3 (PC) u ap.],
KOTOpbIM Obu1 mpousBeneH reHomubii ananm3 JIHK, Beimenennoit m3 I'CK KM u JIHK BolmeneHHod wu3
mimpornuroB mepupeprueckorn kpoBu (1K) meromom cekBeHupoBanusi HoBoro mnokoneHus (NGS). Bbeuto
BBITIOJTHEHO IIEJIEBOE IAPHOKOHIIEBOE CeKBEeHHpoBaHMe dk30Ma 22 000 reHOB ¢ menblo MOMCKa TeHETHYECKHX
nonumopdusmoB, crenuduuneix s HJIB u BbIsiBIeHHE AOMOMHUTENBHBIX coMarnueckux mytaiui (JICM) B
TreHax KJIOHAJIBHOCTH M Te€HaX CTBOJIOBOCTH. Bcem mnammentam ¢ HJB Obuto mpoBeneHo mHpoTEeOMHOE
KapTUpoBaHue U mpoduianpoBanne MemOpaHHbIX OenkoB ['CK MeTomomM MHOTOIBETHOH MNMpPOTOYHOM
U TO(IFOOPUMETPUH, PE3yIbTAThl COMOCTABIISUINCH ¢ COOCTBEHHBIMU JaHHBIMU TPOTEOMHOTO KapTHPOBAHUS H
npodpunupoBanus ['CK y 54 3gopoBeix goHopoB KM u 62 6ompHeix BAC. Y Bcex mNamMeHTOB C
nporpeccupoBanneM HJIb ObUIM BBISBIECHBI TPyOble MOBPEXKICHHUS MOJEKYISIPHOH CTPYKTYPHI MeMOpaHHBIX
6enxoB I'CK u paznuuHble MyTalluy T€HOB KJIIOHAJBHOCTH, YTO CBUAETENBCTBYET O HAUINYUH y HUX KIIOHAIBHOTO
remomnoa3a (KT'). [Tpu aTom, cpaBHeHue BoisiBIeHHBIX JJCM ( Hykneotuanbix 3ameH JIHK) B reHax KIOHaIBHOCTH
B I'CK KM u B mumdorurax I1K npaxtuueckn ObUTH HE OTIMYNUMBI Y BCEX HMALMEHTOB, YTO CBUAETENBCTBYET O
MOHOKJIOHAJIbHOCTH MJIY OJIMT OKJIOHAJILHOCTH KPOBETBOpEHUs Ipu nporpeccupoBanuu HJb. beuio BeisiBieno 123
JCM u3 xoropsix 114 mMyTauuii cocTaBUIN HyKICOTHIHBIE 3aMEHBI T€HOB KJIOHAIBHOCTU U 9 MyTaluil T€HOB
ctBosioBocTd. Eciu obmiee komdectBo JICM reHoB KIIOHATBHOCTH HPUHATE 32 100%, T0 y 60ompHBIX ¢ H/IB 06110
BBISIBJIEHO 18 THIoB MyTanmii reHa kinonaiabHocTH AKT1 (16,5%), 16 Trros myranuii rena ASXL1 (14,67%), 20
tunoB mytauuit rena CBL (18,3%), 17 tunoB myraumii rena JAK2 (15,6%), 12 tunoB myrtauuii rera PTEN (
11%), 1 Tun myTtanuii rena PPM1D (0.9%), 10 tunos myranuii rena TET2 (9,2%), 12 tunos myranwmii rera TP53
(11%), 2 Tuna myrauuii rena DNMT3A (1,8%), 3 Tuna myrauuii rena DNMT36 ( 2.75%) u 1 tun myTaiuii rena
DNMT1 ( 0,9%). ITpu 3TOM MyTaluii reHOB CTBOJIOBOCTH OTMeueHO HeMHOro: 6 TunoB Myranuii rena NANOG u
3 tuna mytauuii rera MTOR. Beuto nokaszano, yro ICM npu HJB ctpykrypHOo oTinuarorcst ot JICM npu
CTapeHWH, YTO TOBOPUT O MOJIEKYISIPHO-TEHETHYECKOM pa3IMYHH JTHX BO3PACT3aBHCHUMBIX OOJIE3HEH.
BnokupoBaHme KIOHAJBPHOTO TEMOIO33a MOXET CTaTh HOBOW CTpaTeTHMedl JIEYeHHS W  OCTAHOBKH
nporpeccupoBanus u npoduaaxruku HJB.

ABSTRACT

The goal of the work is to detect clonal hematopoiesis in human neurodegenerative diseases (NDD) and to
test the hypothesis that NDDs are initiated and supported by genomic-proteomic damage and pathology-specific
clones of hematopoietic stem cells (HSCs) of bone marrow (BM). The DNA isolated from BM HSCs and DNA
isolated from peripheral blood (PB) lymphocytes of 25 patients with various NDDs [Alzheimer's disease (AD),
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Parkinson's disease (PD), amyotrophic lateral sclerosis (ALS), multiple sclerosis (MS), etc.] is analyzed by next
generation sequencing (NGS). Targeted paired-end exome sequencing of 22,000 genes is performed to search for
NDD specific genetic polymorphisms and identify additional somatic mutations (ASMs) in clonality genes and
stemness genes. The HSC membrane proteins of the patients with NDDs are proteomically mapped and profiled
using multicolor flow cytometry; the results are compared with our data of proteomic mapping and HSC profiling
of 54 healthy BM donors and 62 ALS patients. All patients with progressing NDDs show gross damage in the
molecular structure of the membrane proteins of HSCs and various mutations of clonality genes, which indicates
the presence of clonal hematopoiesis (CH). At the same time, the identified ASMs (DNA nucleotide substitutions)
in clonality genes in BM HSCs and in PB lymphocytes are practically indistinguishable in all patients, which
indicates monoclonality or oligoclonality of hematopoiesis during the progression of NDD. 123 ASM are
identified, of which 114 mutations are nucleotide substitutions of clonality genes and 9 mutations of stemness
genes. If the total number of ASM of clonality genes is taken as 100%, then the patients with NDDs show 18 types
of mutations of the AKT1 gene clonality gene (16.5%), 16 types of mutations of the ASXL1 gene (14.67%), 20
types of mutations of the CBL gene (18 ,3%), 17 types of JAK2 gene mutations (15.6%), 12 types of PTEN gene
mutations (11%), 1 type of PPM1D gene mutation (0.9%), 10 types of TET2 gene mutations (9.2%), 12 types of
TP53 gene mutations (11%), 2 types of DNMT3A gene mutations (1.8%), 3 types of DNMT3b gene mutations
(2.75%) and 1 type of DNMT1 gene mutation (0.9%). Simultaneously, the mutations of stemness genes were few:
6 types of mutations of the NANOG gene and 3 types of mutations of the MTOR gene. The ASMs in NDD are
shown to be structurally different from ASMs in aging, suggesting a molecular genetic difference between these
age-related diseases. Blocking clonal hematopoiesis may be a new strategy for NDD treatment, arrest of NDD

progression and prevention of NDD onset.

KiroueBble cioBa: HelipojereHepaTHBHbIE Oone3HH, Ooie3Hb Amnblreiimepa, OoinesHsp IlapkuHcoHa,
00KOBOI aMHOTPO(DUUECKHIA CKIEPO3, KIIOHAIbHOE KPOBETBOPEHHE, TEPMUHOTCHHBIE U COMaTHYECKUE MYyTallHy,

TEMOITIO3THYCCKAs CTBOJIOBAs KJIICTKaA

Key words: neurodegenerative diseases, Alzheimer's disease, Parkinson's disease, amyotrophic lateral
sclerosis, clonal hematopoiesis, germ cell and somatic mutations, hematopoietic stem cell

BBenenue

B 21-m Beke HeiipomereHepaTUBHBIE OONEC3HU
(HAbB) uenoBeka ocCTarOTCs OJHOW W3 TJIOOATBHBIX
HEpEeLICHHBIX MPO0JIEM MUPOBOTO 3PaBOOXPAHEHHUS U
OCHOBHOH IPUYMHOM IIOCTOSIHHOT'O YBEJIMYEHUS YHCIIa
JIoe B MHpPE C MPOTPECCHPYIOIIMM claboyMueMm u
HEeU3JICYMMbIMU (baranbHBIMU JlereHepaTHBHO-
aTpo(UuecKUMHU OOJIE3HSIMH IIEHTPAJILHOI HEpPBHOI
cucrems! (ITHC) ( Hurd M.D., Martorell P., Delavande
A. et al.2013; WHO ; Bryukhovetskiy A.S.et al.,2020;
Bproxosernkuit  A.C., Ilypmor M.A.,2023). B
HacToslllee BPEMsl HM3BECTHO JOCTATOYHO OoJbIIoe
koimuuectBo  HJIB, xoropsle mopaxatror LIHC,
BBI3BIBAIOT HapyIIeHHE MEKHEHPOHAIBbHBIX CBS3EH,
HapyIIAlT CEHCOpPHbIE, MOTOPHbIE W KOTHUTHBHBIC
MPOLIECCHI, BKIIFOUas 3peHUE, CIIyX, ABHKEHHE, Pedb U
peueBble OOOPOTHI, MaMATh M JApPYyrHe (GYHKIHUN
BBICIIICH HepBHOM aestensHocTH (Poewe W., Seppi K.,
Tanner C.M. et al.,2017). D10 HapyieHuEe HEWPOHHBIX
CBsI3eH yUYeHbIE OOBSCHSIOT OTJIOKCHHUEM
Helipocrienupuueckux (6era -aMuiIonaa, Tay -0eJKoB,
teneny Jlepw, a-cunykiewHa, FUS-Oenkxos, SODI-
0enkoB M T.1.) OENKOB BHYTpM HEHpoHa W B €ro
MHUKPOOKpY-)KE€HHH, NPOTPECCUPYIOIIEH nerpananueit
CHHAIICOB ¥ aKCOHOB, YTO B KOHEYHOM UTOTE IIPUBOANUT
k rubenu HeiiporoB (Mullin S., Schapira A.H., 2015;
Bryukhovetskiy A.S., Grivtsova L.Yu., 2020). K
HeWpo/iereHepaTUBHbIM  3200JI€BaHUSM  OTHOCSIT
6one3np Auprreiimepa (BA), 6onesnsp, IlapkuHcoHa
(BIT), Goxomoii amuorpoduueckmii ckiepo3 (BAC),
6one3np XantmarroHa (bX), wMympTHCHCTEMHYIO
atpopuro (MCA), nemeHmuio c¢ Ttembliamu JleBw,
paccestaHbI cxitepo3 (PC) u emte 6osee 20 HO30I0THIA.
[To mpornosam, Mo Mepe CTapeHHs] HAcENEHHs YHCIO
cilydaeB HeHpoJereHepalu W JIEMEHIIMHM BO BCEM
mupe k 2050 rogy pe3ko Bo3pacTeT, YTO NPEACTaBIIAET

3HAYUTENBHYIO YIpo3y [UIA TIOOAIbHBIX CHCTEM
OXpaHbl 310pOBbsI B MUPE B LIEJIOM, U 11 MUHUCTEPCTB
3IPaBOOXPAaHEHUS] OTAEIBHBIX CTpPaH, B YaCTHOCTH (
Power M.C., Mormino E., Soldan A. et al.,2018;
Bproxosenkuit A.C., Xonstonr X., Jlua Y., 2018).
Xora HJIb oueHp CHOXHBI W MOTYT OBITh
STUOJIOTUYECKH PA3TUIHBIMH, BBISBIEHUE OOIIUX YEPT
B MeXaHM3Max 3a00JeBaHMS M TIATOJIOTHSX MOXKET
mpuBecTH K  Oomee  TIyOOKOMY  IOHHMAaHUIO
3aIycKamImuX COOBITHH TIpH HeWpoJereHepanud u

CO371aTh BO3MOYKHOCTH JUIS HOBBIX
MaHHeNRpoIereHePaTHBHBIX TepaneBTHYECKNX
HaINpaBICHUH ( Wareham L.K,, Liddelow

S.A., Temple S. et al.,2022).

ITpu Habope B momckoBuke Google 3ampoca o
MeXaHH3Max 3THOMATOTeHe3a HeHpOAereHepaTHBHBIX
6onesneit (HIB) Ha 6onee uem 42 700 caiitax numeeTcs
nojpoOHasi cHenuManu3upoBaHHAs HHPOpMAIUI O
M3BECTHBIX MEXaHHU3Max JTHX OOJIE3HEH, YTO
CBH/IETEIIECTBYET 0 GosbIIOM HHTEpece
uccienoBaTeeld 1 yueHbIX K 3Tol mpobiemMe U O4eHb
0OJIBIIOM KOJIMUECTBE HEPEUICHHBIX MPOOJIeM B 3TOH
obusactu. Pe3ynbTaToM OTCYTCTBUSI CHCTEMHBIX 3HAHUH
B 9TOH 00JIACTH HEBPOJIOTHH SIBIISETCS HECIOCOOHOCTH
COBPEMEHHOH MEJULMHBI MOHITh WX HNPUYHHY,
HEBO3MOXHOCTb W3JICUYUTh STH OOJE3HH HIIHM Jake
MIPUOCTAaHOBUTH MpoTpeccupoBaHHe 9THX
cmeptenbHBIX  3aboneBanuii  (bproxosenkuit  A.C.,
HlypmoB M.A., 2023). JleiilOMOTHBOM OOJIBIIMHCTBA
HMEIOIuXcs ¢ ceTH HTepHeT mMyOIuKaIiii 1 ctaTel B
CIETMAIN3NPOBAHHBIX HAYYHBIX JKypHAJaX SBIACTCS
KOHCTaHTallUsl OTCYTCTBHS OOBEKTHBHBIX HAYYHBIX
(akTOB O Hadase BO3SHMKHOBEHMs STHX OoJe3Hed
MIPUYMHAX TPOTPECCHPOBAHMS 3TUX 3abosieBanuii. He
OJMH W3 W3BECTHBIX MOJICKYJISIPHO-OMOIOTHYECKUX
mapkepoB HJIb He crocobeH auarHocTHpOBaTh 3TH
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6ose3Hn Ha JOKIIMHUYECKOH CTaguu.
JuarnoctupoBaTh 6onbmuHCTBO HJIB MOKHO TOJBKO
Torga, korma morubmo Oomee 50-90% HelipoHOB
TOJIOBHOTO W/WJIM CHMHHOTO MO3ra. MBI TOKa3ay , 4T0
mo MeMmOpaHHOW ToOBepxHOCTH ayrtomormaHoit ['CK
MOYKHO JIMarHOCTUPOBATh HIb erle Ha
JnoknuHnYeckoi dase ux paseutus (Bryukhovetskiy
A.S. et al.,2020).

Hayunsiil ckangan, paspasusmuiics B 2022 rogy
nocyie  pa3o0JlauuTeNbHON —MyOJMKalMK  KypHaia
Science (J. Science Vol., 377, ISSUE 6604 22 Jul.
2022), B KOTOpOW OBLIO 3asBIEHO, YTO TEOPHS U
maToreHe3 pa3BUTHA 00Ne3HN ANbLreliMepa U IPyrux
HIb OCHOBAHBI Ha (abIINBEIX JTaHHBIX,
npecTaBiIeHHbIX mpodeccopom Sylvain Lesne B 2006
roxy B J.Nature, mpuBen K TUCKPEIUTAIINH OOJBIIOTO
KOJIMYECTBO HAYYHBIX HCCIICAOBAHUH, MOCBSIICHHBIX
n3ydeHnio Mmexanm3mMoB HJIB. OOHapyxeHHe B cTaThe
CaMoro MpeCcTWKHOTO B MHpPE HAy4HOTro >KypHaja
«Nature» danscupuKamyu JaHHBIX «CMOTJIO BBECTH B
3a0IyXIeHUE IEJTyI0 oTpacib HaY4HBIX
UCCleI0BaHMi» B MHUpe Ha AecsiTwieTus. bonee toro,
3TH JaHHbBIE «IMTHPOBAIUCH... THICSYU Pa3» BO BCEX
MHPOBBIX HAYYHBIX JKypHalaxX, Kak IJIaBHasl MPUIMHA
Oosle3HM W TIpUBENM K HEOOOCHOBAaHHOW Tpate

OTPOMHBIX ~ [OEHEXHBIX CPEACTB Ha  Hay4YHbIC
HCCIICI0BAHUS ISt MOATBEPIKACHUS
tdanscupunmpoBanubix  pesyabratoB  ( Piller

Ch.,2022). B wuTore, MHOro JE€T CYUIECTBYIOIUEC
Hay4YHble NPEACTaBICHHUS O TOM, uYTO Hayaio BA
Oo0yCIIOBJICHO ~ HakoIUIeHHeM  Oera-amujouzna B
HEHpOHAX, Kak (YHIAMEHTAJIBHONH MEPBOMPUIHHEI
9TO# 60JIe3HH, TIOABEPTIINCH JKECTOYANIIIel KPUTHUKE B
J. Science (2022) wu3-3a rpy0oif MOATACOBKH H
MOJICTKH  HAy4YHbIX (PakToB ©  (ororpaduii.
COOTBETCTBEHHO, (akTsI o HaKOIUIEHUH
maTocrenu(pUIecKuX OCIKOB B HEHPOHAX W HEPBHOM
Tkauu npu apyrux HJIBb, kak nepBonmpuumHa uX
BO3HUKHOBEHHUS, CTaJld  COMHHUTEIbHBl U  HE
OJIHO3HAYHBI.

Ho nameko He Bce MHUpPOBbIE YYeHbIE
(danbcuUUMPYIOT W TOATACOBHIBAIOT IOJIyYESHHBIE
pe3ynbTaThl M HEe BCE TaKk TparuuyHo B 00JIacTH

uccnenoBaana HJIb. Ilpu Bcem MHOrooOpasuu
COBPEMEHHOM HAy4yHOM JIUTEpATypbl IIOCIEJHETO
BpPEMEHH, HOCBSIICHHON NaTOT€HETUYECKUM
MeXaHU3MaM  HelpoJereHepanyy, 10  HalleMy

MHEHHIO, CleAyeT OTAaTh HpPEANoYTeHHE OJHOU W3
caMblX (yHAaMEHTAJbHBIX W OYEHb CHUCTEMHBIX
HayYHO-HMCCIICIOBATENILCKIX paboT MOCIEAHUX JIEeT
(Wareham L.K., Liddelow S.A., _Temple S. et al,,
2022), BBINOJIHEHHOW HAyYHBIM KOHCOPLIUYMOM,
cocTosIM H3 21 aMepHKaHCKOTO HCCIEeIoBaTeNs W3
Heckoipkux yHuBepcureroB CIIIA, B  KkoTOpOIt
JIOCTAaTOYHO HaYKOEMKO u MHOTOCTOPOHHE
MIPOAHAIM3UPOBAHEl OCHOBHBIE 0a30BBIE MEXAHHU3MBI
HeWpoJereHepan y 4YeJOBEeKa M TIOKa3aHBl ee
HepeleHHbIe TPOOJIEMbI 1 OCHOBHBIE TIPOOEITHI HAIIINX
3HaHWW B 3TOH  oOjacrtw. JoctoBepHOCTH
NPE/ICTAaBIICHHBIX B IAHHOW paboTe pe3yabTaTOB TOYHO
HE BBI3BIBAET COMHEHHs. HecOMHEHHO, BBISBIEHUE,
crcTeMaTH3alust ¥ 00001IeHNe MOJIEKY ISIPHBIX 00X
4epT YIY4LIUT I[OHMMAaHHE HEWPOAEreHEePATUBHBIX

COOBITHIA, KOTOPBIC 3aT€M MOTYT OBITh MCITOJIb30BAHbI
pu pa3paboTke KOMIUIEKCHOH Tepanuu
HEWPOAETeHEPATUBHBIX MEXAaHU3MOB IIPH PA3IHIHBIX
3aboneBanmsix. [To muenmto _Wareham L.K., Liddelow
S.AA., _Temple S. et al. (2022), mis mOCTIOKEHUS
OIMPOKO TPUMEHHMOW W 3(PQPEKTHBHON cTpaTeruu
tepanuun HJ[B ocTatoTcst 3HauuTenbHBIE MPOOETHI B
HalMX 3HAHHUAX, KOTOPbIE MOXHO c(opMynmpoBaTh
psanoM (yHAaMEHTATbHBIX HAay4YHBIX MOJOXKEHHH: (1)
HEHM3BECTHBI OOIIME MOJICKYJISIpHbIE COOBITUSL Ha
PaHHUX CTaAMSX IPOTPECCUPOBaHMUS 3a00JIEBaHUs, T. €.
HEM3BECTHBI  3allyCKaloIlue  COOBITHS, KOTOpBIE
MIEPEBENINBAIOT Yally BECOB B KacKaJe YyCHUIICHHSA,
mpuBoOAAImIeM K  HelpoxmereHepamum, (i)  He
OIIPEEIICHBI COOBITHS B IIPOrPECCHPOBAHNUN, KOTOPHIE
KaTalM3upYIOT yxKe CYIIECTBYIOIINE
HeliponereHepaTiuBHbIE coObITHS, (iii)) HE MOHATHO
Kakue TUIBI KJIETOK 3ajeiicTBoBaHbl, (iv) He
ompeniesieHsl  O0IMe MaToJIOTHYeCKHe KOHEYHBIE
TOYKH, T. €. Kak MBI MOXEM HOJaepXkaTh -
OTCIIS)KUBAHUE ITUX COOBITHH Ul MPEIOTBPALCHUS
WIN 3aMEHBI TIOPAXEHHOM TKaHU M, HaKOHell, (V) HeT
OIPEZCJICHHUsI TOTO, KaKkue COOBITHS SIBISIOTCS IPO-
JETeHEPAaTHBHBIMH, a KaKHE PEIapaTHBHBIMU HITH 1aKe
NIPOPETCHEPATHBHEIMH. B KOHHmE  CcTatell MBI
MoTmBITaeMCS  JaTh ~ OTBET  HAa PO OTHX
(yHIaMEHTaIBHBIX BOIPOCOB HEHPOHAYKH.

Msbl  cuuTaeM, YTO 3TH  aMEPHUKAHCKHE
HCCIIEIOBATENH, TOJONUAS TaK OJNM3KO K MOHHMaHHUIO
CHCTEMHBIX (byHIaMEeHTaIbHBIX MEXaHU3MOB
HelpojereHepanyy, He 3aMETHIIM CaMOro TJIaBHOTO
MOJIEKYJISIPHO-OHOIOTHYECKOTO coObITHS,
ABJISIOIIETOCST KaK «CTapTepoM», TaK U «MOTOPOM»
9TOTO HETaTMBHOTO MOJIEKYJIIPHO-OHOJIOTMYECKOT0
mpoIiecca, ONMHCAaHHOTO MMH KaK «KJIMHHYECKas OCh
HelpozaereHepamnumy, KOTOPBII TIOCTOSTHHO
TIOJIIePKUBAET BBICOKYIO AKTHBAIHIO BCEX
kopotkoxuBymux MKK B oprammsme y OoisHOTO ¢
HAb u KOoTOphIi  NOJNJEPKUBAIOT  BBICOKYIO
aKTMBHOCTh HEMPOBOCHAJICHUS] B KIETKAX HEPBHOM
TKaHH " obecrieunBaer IIPOTPECCUPOBAHHUE
JereHepanMu ¥ atpoduu  HEHpoHOB.  DTUM
«IIBUTATEIIEM» CHUCTEMOO0OPa3YIOIIETO
MaTOJIOTHYECKOTr0 HEHpPOAEreHepaTHBHOIO IIpoIiecca,
0 HallleMy MHEHUIO, SIBIISIETCS KJIOHANBHBIA T'eéMOII033
(KD) WIH NIaTOJIOTUYECKOE MOHO- U
OJIMTOKJIOHAJIbHOE KPOBETBOPEHHUE. MBI Tos1araem, 4ro
HeliposereHepTHBHBIE OOJE€3HM 3TO CHavana (Ha
cTapre) TEHOMHO - IIOCTT€HOMHOE 3a0oJieBaHHe
ayronormuHoi I'CK u ee NOTOMKOB, TO €CTb
3a0oneBaHue KPOBH, a TOJNbKO motoM ( Ha (uHHMIIe)
OHO cTaHOBHTCsA 3a0oneBanneM [THC.

Llenvro Hacmosuweil padomol cTajo
YCTaHOBJICHHE u JIOKa3aTeIbCTBO HATAYIHSA
HEM3BECTHOTO paHee HAyYHOTo (hakTa CyIIeCTBOBAHHUS
KJIOHAJIBHOTO KPOBETBOPEHHS IMPH BO3SHUKHOBCHHH U
MIPOTPECCHPOBAHIH HEIpoIereHepaTUBHBIX OoJIe3Hel
(H/Ib) uenoBeka 1 mpoBepKa HAyYHOM THIIOTE3HI O TOM,
yto HJIb uHUIUMPYIOTCS U  MOPOJOHTHPYIOTCS
TE€HOMHO-TIPOTEOMHBIM TIOBPEXJICHUEM u
(bopMupoBaHHEM narocnenupuIecKux KJIOHOB
COOCTBEHHBIX TEMOIOATHYECKHX CTBOJIOBBIX KIIETOK
(I'CK) xoctHoro mosra (KM), a HeBposoruieckue
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nposinenust HIb ronosroro mosra (I'M) u cimHHOTO
Mo3ra (CM) uenoBeka 3To He MPUIHUHA 3TUX OOJIe3HEH,
a CIEACTBHE W HWCXOJ HMMYHOOIOCPEIOBAHHBIX

Oosie3Hel  KpOBH, KOTOPBIE HMHUIMUPYIOTCS |
MPOJIOHTUPYETCSI TE€HOMHBIM MOBPEXKICHUEM
COOCTBEHHBIX I'CK KM MMaI[iEHTOB 31
HMMYHOArpECCHBHOCTBIO UX TIOTOMKOB K KIIETKaM
HEPBHOM TKaHU B BUIE (dhopmMupoBaHus
[aTOJIOTHYECKONM MOHO- WM OJIMTOKJIOHAJIHHOCTH
reMoI1033a.

Mamepuan u memoowt ucciedosanus. Ilposepka
ObLIa OCYIIIECTBIICHA myTeM MPOBEICHUS

KapTUPOBAaHUS H NPOPIITUPOBAHUSA MeMOpaHHBIX
oemkoB I'CK u MONHOSK30MHOTO CEKBEHHPOBAHUS
22000 reHOB W IMArHOCTUKH JOIOJHHUTEIBHBIX
comatnueckux myrtaruid (JICM) reHoB KIOHAJIBHOCTH
B JIHK ayronormunsrx I'CK kocTHOTO MO3ra u
maMmponmrax — mepudepuueckoit kpoeu  (IIK)
nauveHtoB ¢ H/Ib u ompenenennem ponu u mecta

KIIOHAJIbHOTO ~ TEeMOIo33a B WHULIMAUU U
MPOTPECCUPOBAaHUM  STUX OOJEe3HEH M  OIeHKe
KJIOHQJIBHOTO remMomnos3a KaK BO3MOYKHOH

TEpaneBTUUECKOH MHINEHH [UIsI TEPCIEeKTUBHOTO
JIeYeHNSI JTAHHBIX (paTaTbHBIX 3a00JIeBaHHIA.

B uccrnenoBanue ObUTH B3ATHI 25 (IBaIIATH MAThH)
OONBHBIX C pAa3IUYHBIMHA HEHpOIereHepaTHBHBIMHU
3a00NICBaHMSAMHU ~ HaxXOIsIIUecss Ha JICUCHHH B
Kmuamaeckom rocmmrane «HeiipoBura» B 2022-m u
2023 roay: 10 manuentoB ¢ BAC, 3 mamuenra c
Oone3nplo AublreiiMepa, 4 maiueHTa ¢ OOJIE3HBIO
[Mlapkuacona w 3 mamueHTa € CHUCTEMHBIM
HelpoereHepaTUBHBIM 3a00IeBaHIEM, 5 MAIUEHTOB C
paccessHHbIM  cKkjJepo3oM. Bcem namueHtam B
aCeNTUYECKHX YCIOBUSAX MPOBOAWIACH ITYHKIHUS
KOCTHOTO MO3ra M3 3aJHEro TIpeOHs MOJB3ONIHOM
KocTH (CmpaBa WM ClIeBa) W OCYIIECTBIUIACH
9Kkc(y3us 2 MI KOCTHOTO MO3Ta M H3 IOJYYECHHOTO
omonrata KM B manpHeHIIeM Ha KIETOYHOM COpTEpe
CliniMax ( I'epmaHus) Ha MarHUTHBIX MIApUKaX C
antutenamMu K CD34 ocyliecTBIAIOCh 3KCTpaKLUs

ayronoruunelx ['CK, koropeie B panbHelem
HalpaBsJINCh Ha TEHETHUECKOE HCCIEJOBaHUE B
reHeTHyeckyro  jaboparopuro ~ MHUMO  um.

I[L.A.Tepuena- ®unmnan ®I'bBY HMUIL] pamuonoruu
Munznapasa Poccun (Poccus, MockBa).

Bcem 25 mamumeHTtaM ObLT MpPOU3BEJEH aHAU3
JHK un3 I'CK koctHoro mosra u ananu3 JHK wu3
mamoonuros [IK MeTomom cekBeHMpOBaHHS HOBOTO
nokonenust  (NGS).  LleneBoe  HapHOKOHIIEBOE
CeKBEHMpOBaHHEe NpoBoamIock Ha npudope MGISEQ-
G400 c wucronbp30BaHWEM MYJIBTHIUIEKCHON MaHEeIn
MGIEasy Exome Capture V5 ¢ 4acTOTON MOKpBITUS
x=100 ¢ T1menpI0  TMOWCKAa  JOIOJHHUTEIBHBIX
comatuueckux mytarui (JICM) B reHax KIIOHaJIbHOTO
remomon3a ( AKT, ASXLI1, CBL, mTOR DNMTI,
DNMT 3a, DNMT 3b, JAK2, MYD88, Pi3-K, PPM1D,
PTEN, SF3BI1, TET, TP53) u B reHax CTBOJIOBOCTH
I'CK u mumbormro ( nanog, Oct- 4, SOx2) .
Bruonndopmarnueckas obpaboTka JIaHHBIX
NPOBO/MJIACH C HCIIOJB30BAaHHEM IPOTPaMM IS
JeMyJIbTUIUICKCUPOBaHus, kapTupoBanusi (BOWTIE2
v 2.2.5 ), onpenenenus BapuantoB (GATK 3.8-0) u
anHotupoBanust (SNPEff 4.3T Annovar 2017)) u

JOpYrux MHCTpYMEHTOB. OIEHKa pHCKa MAaTOr€HHOCTH
BBINOJIHSIACH corjiacHo pekomenmanusim ACMG (SF
v2.0)/MTHII, BKifo9aromas KpUTEPHH HU3KO
MOMYJIANMOHHOM ~ 4acToThl  (4acToTa  BapHaHTa
1000genomes w/mimm EXAC <0, 01), moBpesxmarommit
a¢¢ext (nonsens,framesift), Hanmuue mHGOPMAIIH O
BapuaHTe B JIOKYC crieruduueckux 6a3ax TaHHBIX H JIp.

KaprupoBanue MEeMOpaHHBIX 6enKoB
ayronormunslx ['CK KM (ummynom I'CK) y 25
nanueHToB ¢ HJIb ocymiecTBisnock Ha IPOTOYHOM
MyJbTUIBETHOM nuroduoopumerpe Facs Canto |l

(Becton Dickinson, USA) c¢ wucmoibp30BaHHEM
CTAQHIAPTHBIX aHTHUTEN . [lakeT I CTaTUCTHYECKOTO
aHam3a OronH(pOPMAITHOHHBIX HCCIICTIOBaHUN

BUOCKPUH -2019 wu cranmaptHeiii maker Exel
(Windows 2017). Marepuansl TPyIIl CpaBHCHHUS
(KouTpomeHas rpymma Nel- 54 3m0poBBIX TOHOpa U
KOHTpOJBbHON Tpymmel No2 - 62 OompHBEIX ¢ BAC)
MOJITOTOBJICHBl M CTATHCTHYECKA 00paboTaHbl 11.0.H.
k.M.H. ['puBnoBoii JL.IO. u npod. n.m.H. Tynuupiaeim
H.H., mnpod. nmH bproxosenkum A.C. Ha
MOOMIIN30BaHHBIX TEMOIIOOTHYCCKHUX CTBOJIOBBIX
KJIeTKax rnepudepuueckoil kpoBu B 86 oOpaswnax,
NONYyYeHHBIX OT 62 [amieHTOB ¢ OOKOBBIM
aMHOTPO(HUUYECKHM CKJIepo3oM, M B 61 oOpasie,
MOTyYeHHOM OT 54 30pPOBBIX JOHOPOB, B IOIMYJISALIHA

CD34%-knerok Gbu1a olleHEHA IKCIPECCHs AHTHICHOB
HLA-DR, CD38, CD117, CD13, CD33, CD56, CD19,
CD45, CD10, CD71, CD7 u ap. AHanu3 pe3yabTaToB
ToKasal pa3nuyus B koiamdectBe cyoromymsinuii ['CK
y OompHBIX BAC B comocTraBneHHH ¢ IOHOpPaMH U
TIO3BOJIMJI BBECTH TOHATHE cnenududeckoro st bAC
MMMYHO(EHOTHUIIMYECKOTO  HeHpocneruduiecKkoro
npoduis MeMOPaHHBIX aHTUTE€HOB MAaTOJOTMYECKOTO
KJIOHA I'CK, KOTOpBIi Bepuduupyer
Helpocrer(pUUecKyr0 UIMMYHHYIO HEJIO0CTaTOYHOCTb
Ha yPOBHE KJIETOK- MPEIIECTBEHHUI] KOCTHOTO MO3Tra
U JaeT BO3MOXHOCTh MOJEKYJIIPHO-OHOJIOTHYECKI
JUAarHOCTHPOBATh CEeMEWHBIE U  CIIOpaJAndecKHe
BapuanTel BAC 10 KIMHHYECKOH MaHu(ecTauu
GoJe3HH.

Jlns  cpaBHEHMS pPe3yJbTaTOB TE€HOMHOTO U
MIPOTEOMHOT'0 HCCIEJOBaHNs OMoMaTepuaa ONBITHON
Tpynnbl OBl MCHONB30BaH KPHOKOHCEPBHPOBAHHBIN
Hamu paHee B banke koctHoro mo3r ®I'bY HMUL]
onkosorun uM H.H.bnoxuna MunsapaBa Poccuu
O6uomarepuan KOCTHOTO MO3ra M JIEMKOKOHIIEHTpaTa
neprepuIecKoil KPOBH C COAEp)KaHNEM He MeHee |-
1,5% I'CK, momy4eHHBIX ITyTeM MOOMIM3AIMH HX B
KpPOBb TPaHYJIOLUUTAPHBIM KOJIOHUECTUMYIUPYIOIINM
¢aktopom (I-KC®). bBsum chopmupoBansl 1IBe
KOHTPOJIBHBIE TPYIIBI CPaBHEHHS AJIS MPOTEOMHBIX
uccnegoBanuii I'CK. J{ns konTponsHOU rpynmsl Ne 1
0BT UCIONb30BaH KPHUOKOHCEPBUPOBAHHBIN
JEHKOHIEHTPAaT MOOMJIM30BaHHBIX MOHOHYKJIEApOB
nepudepudeckoir kposu (¢ coxepxannem ['CK He
menee 1%) 54 310poBbIX TOHOPOB. Il KOHTPOJILHOU
TPYILIBI Ne 2 ObI1 HCIIOJIb30BaH
KPHUOKOHCEPBUPOBAHHBII JICIKOKOHLIEHTpAT,
conepxantuii I'CK nomydennsiit ot 62 6omsHbIX BAC,
Haxojsammxcss Ha Jedennn B AO Kimamueckuit
rociurais HefipoBura ¢ 2002 mo 2023 rog.
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Pe3syabTaTsl
B pesympTare = NpOBENEHHOTO  IIETIEBOTO
mapHOKoHIIeBoro  cekBeHupoBanms JHK T'CK

koctHoro mosra W JAHK mmmdpormror ITIK y Bcex
o0ciemoBaHHbIX 25-Tu manmeHToB ¢ HJIB Obuin
BBISBJICHBI Pa3IMYHBIC MyTallll T€HOB KJIOHAJIBHOCTH,
YTO CBUJETEIBCTBYET O HAINYUU KIOHAIBLHOTO
reMornod3a y BCEeX OTHX manueHtoB. [lpu sTOM
cpaBHeHUE BbIsiBIEHHBIX [ICM ( HyKJICOTHIHBIX 3aMEH
JHK) B renax kmonansHoctu B I'CK KM u B
mumporurax [TK nmpaktuuecku ObUTH HE OTIMYMMBIMU
y BCeX IAlMEHTOB, YTO CBHIETEILCTBYET O
MOHOKJIOHAJIBHOCTH ~ TeMOIMo033a  (ZOMUHHPOBAHUE
KJIETOK-TIOTOMKOB OZJHOTO IIaTOJOTHYECKOTO KIIOHA
I'CK) wnm  ONHTOKIOHANBHOCTH — KPOBETBOPCHHS
(momuHMpoBaHWe  Heckombkux  kimoHOB  ['CK).

JIoMHHHUpOBaHHE TMATOJOTUYECKOTO KIIOHA (KJIIOHOB)
I'CK y oOomeueix ¢ HJb oTmeuanocs kak B
maMpormTax nepudeprdeckoit kposu, Tak 1 B ['CK
KOCTHOro Mosra. Jlume B OxHOM ciydae OBl
moaTBepxaeH (¢akt HaciuexctBemHoro HJIb. s
WITIOCTPAIMN 3TOTO (haKTa NMPHUBOIUM I'CHETHUECKHE
JJaHHBIE BBISBJICHHBIX MYTAIl[Mii T€HOB KJIOHAJHHOCTH
I'CK xoctrHOro mosra 6onsnoit ®-poit E.B..,55 ner ¢
6onesnpto Ilapkuncona (Tabmuma 1). Y naHHOM
OoJIbHOI HelpojereHepaTuBHOE 3a00JEBaHHE HOCUT
HacJIeICTBEHHBIN Xxapakrep: B 41 sx3oHe rena LRRK2
0BT BBISIBJICH MIaTOTeHHBIN NOJIUMOPPU3M
(NM_198578.4):c.6055G>A (p.Gly2019Ser)
rs34637584. JlaHHBII BapHaHT SBISETCS ITaTOTCHHBIM
MOTMMOP(HU3MOM U ACCOIMUPOBAH C HACIECACTBECHHBIM
pasButHeM Oone3nu [lapkuHCOHA.

Tab6muma Nel

CnuCcOK J0MOJHUTEIbHBIX COMATHYECKHX MyTa].lPlﬁ I¢eHOB KJIOHAJIBbHOCTH I'eMOMMO3THYECCKUX CTBOJOBBIX

KJIETOK KOCTHOr0 Mo3ra 60,1bHoi ®@-Boii E.B., 55 jer ¢ 6os1e3nb10 IlapkuncoHna

Ien HyxkneoTuanas 3aMeHa s (ecan Kpurepuii
MMEeTCs]) MMaTOr€HHOCTHU
ASXL1 ENST00000375687.4:¢.*22A>G NM_015338.6 | lo0poxaectsen-
- HbIN BapI/IaHT
ASXL1 ENST00000375687.4:¢.*90T>C NM_015338.6 | lo0poxaectsen-
- HbIN BapI/IaHT
ASXL1 ENST00000375687.4: p.Ser1253= NM_015338.6 | lo0poxaectsen-
- HbIN BapI/IaHT
ASXL1 ENSP00000364839.4:p.Pro 815= NM_015338.6 | lo0poxacctsen-
HbIM BApUAHT
. ) . NM- JloOpoKkauecTBEHHBI
DNMT1 | ENST00000676610.1 1:exon20:c.AL734G:p.Thr 594T | o 1a00ro o o
. . . _ NM- JoOpokadecTBeHHBI
DNMT1 | ENST00000676610.1 1:exon20:c.AL734G:p.Prod63= | o1 1a00:0 5 S
DNMT3b | ENST00000456297.6_1:exon12:c.T1386C:p.Cys524= | NM_006892.4 HO6P;‘;Z‘;‘;;THB:HHH
DNMT3b | ENST00000624081.1_1:exon2:c.A139G:p.Tyr 558= | NM_006892.4 HO6P;‘;Z‘;‘;;THB:HHH
DNMTS | ENST00000624081.1_1:exon2:c.A139G:p.Pro9= | NM_006893.4 | /loOpoiaiectac-
A HBI BApHAHT
DNMT3 | ENST00000624081.1 1:exon2:c.A139G:p.Leud22= | NM_006893.4 | Zlo0poxauccrsen-
A HBI BapUaHT
JAK?2 ENSP00000371067.3:p.His163= NM_004972. | JloGpoxatectserbl
4 /i BapUaHT
JAK2 ENSP00000371067.3:p.Leug30= NM_004972.4 | #l00POKauCCTBEHHEI
- W1 BapHaHT
MTOR | ENST00000361445.9_1:exon33:c.GA731A:p.Asn999= | NM_004958.4 21061’;‘;2‘;‘;‘:}?:“"1
MTOR | ENST00000361445.9 1:exon19:c.C2997T:p.Asp479= | NM_004958.4 21061’;‘;2‘;?}?:“‘*"‘
MTOR ENST00000361445.9_1:exon10:¢c.T1437C:p.Leu2303 NM 004958.4 Jlo6pokavecTBEHHBI
= - ' i1 BapuaHT
MTOR | ENST00000361445.9_1:exon10:c.T1437C:p.Ser1891= | NM_004958.4 I[Oﬁp;‘;z‘;;?}f:““
MTOR | ENST00000361445.9 1:exon10:c.T1437C:p.Alal577= | NM_004958.4 I[Oﬁp;‘;‘;f;}ffﬂﬂ“
PTEN ENST00000371953.3:¢.-653C>G NM_000314.8 | Alo0poxadccTBeHHb!
1 BApUAHT
PTEN ENST00000371953.3:¢.-326 G >C NM_000314.8 | AloOpoxadecTBembI
1 BApUAHT
PTEN ENST00000371953.3:¢.¥1516 T>C NM_000314.8 | Zlo0poxadectsentt
1 BApUAHT
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PTEN NM_001304717: 89623901: c.*2175 C>T NM_000314.8 | AloOpoxadecTerb:
1 BapWaHT
PTEN ENST00000371953.3:¢.-366 _363del NM_000314.8 | Alo0poKadectsennt
i BapuaHT
Bapuant
ENSP00000442788.1:p.Gly877=
SF3Bl ENST00000540549.1:C.5284A>G NM_12433,4 | meonpenenerroro
3HAYCHUA
SF3B1 ENST00000540549.1:p.Val 1219= NM_12433,4 | HOOPOKauCCTBEHHEI
1 BapuaHT
SF3B1 ENST00000540549.1:p.Lys141= NM_12433,4 | HOOPOKauCCTBEHHEI
1 BapuaHT
Bapuant
TP53 ENSP00000269305.4:p.Pro72Arg NM_000546,6 | HeompeaeIieHHOTO
3HAYCHUS
TP53 ENST00000269305.4:¢.72+38C>G NM_000546,6 | AOOPOKauecTsemib!
1 BaApUAHT
TP53 ENST00000269305.4:¢.376 -91G>A NM_000546,6 | ACOPOKadecTsemiy!
- i BapUaHT
TP53 ENST00000269305.4:.*826 G>A NM_000546,6 | AOOPOKadecTsemiy!
- /i BapUaHT
A6CO.TIIOTHO AHAJIOTUYHBIC MyTalun TCHOB A IIpyu NTPpOTCOMHOM KapTUPOBHUH MeM6paHHLIX

kimoHanbHOCTH Kak B 'CK KM 6onbHO# @-Boli E.B.. 55  GenmkoB I'CK  nanHodi  GompHOW  (Tabnmma  2)
ner ¢ OonesHpto [lapknHCOHa OBUTM BBISBICHBI B MOATBEPXKICHO MOJIEKYJIIPHO-ONOJIOTHIECKOe
mamporurax  [IK, 49ro  cBumerenscTByeT 0  moBpexieHue JoMuHMpyromero kiona I'CK koctHOrO
MOHOKJIOHAJIBHOCTH €€ KPOBETBOPEHHSI. Mo3ra.
Tabmuma 2
CyOnonyJasinMy CTBOJIOBBIX FeMONOITHYECKUX KJIETOK KOCTHOIO MO3ra
®Damunus u.o. : O- koBa E.B. Marepuan: Homep nipo6s1 23219 [lata: 22. 06. 2022 roga
CyOmomynsaius Hpgf;:;l KHJ?ET'OK JloHopsl
CD34 (o6uiee koi-BO) 0,9 0.4-0,9
B npenenax CD34+ kierok
CD38 76 65,0
CD2 7 12
CD13 (17,4 90,3
CD 61 Y18 10,6
CD19 v 105 2,5
CD123 | 1172 76,0
CD33 v P76 67,6
CD81 99,08 64,0
CD56 | 49 28,7
CD10 v 105 0,9
CD7 2 2,5
CD71 88,82 78,7
CD117 ;716 67,6
CD133 v 78,53 90,0
CD45RO L B1 90,0
HLA-DR 99,0 92,9
CD90 57,99 42,0
CD28 100,0 100,0
CD44 0 1.0
Buonmadopmarmonssiii  anamm3  pesymbratoB 27,6 HCU n mapkepa CD45 RO mo 0 eq HCU, CD 56
KapTupoBaHuss W mnpodummpoBaHus  OGenkoBeix . CDI123  no kpurtmueckmx mudp. OTMmedeHO
MapKepoB KJIETOYHOW ITOBEPXHOCTH JOMUHHMPYIOIIETO  MPaKTHYECKH TIOJTHOE OTCYTCTBHE
kiona ['CK mamumentkn ®-oit E.B. ykassiBaeT Ha  MerakapuouMTapHBIX TnpenmiectBeHHHKoB (Cdol+

CTaTHCTHYECKH JOCTOBEPHOE CHM)KEHHE MEMOPaHHOTO
mapkepa CD13 nmo 17,4 HCU (mopmann3oBaHHOH
CUTHAJBHOW WHTEHCHBHOCTHM) npu Hopme 88,9-90,3
HCH, oruernuBoe yrHerenue skcnpeccuu CD33 no

CD41a+CD34+) OOpamaeT BHUMaHHE 3HAYUTEIBHOC
cHmkeHne KoHueHtpamun CD2. JlanHblil npodwuib
MeMOpanHbix OenmkoB I'CK manmentkun @-Boit E.B.
MIPEACTaBIsIET COO0M JOCTOBEPHBIH cHenUpHUIeCKUit
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HEHpoJereHepaTUBHBI  MPOQHITH TPOTEOMHOTO
noBpexaeanss ['CK mo 22 toukam cpaBhHenus ['CK
MaleHTa C aHAJOTHYHBIMH TPOQWIIMHA OONBHBIX

HelpoAereHepauued W 300pOBBIX  JOHOPOB U
yOenMTETbHO  CBHOETENBCTBYET O  NPOTEOM-
OCHOBAaHHOM  HEHpOAETEHEPATUBHON  HMMMYHHOH

HEOCTaTOYHOCTH KOCTHOI'O MO3ra B OpraHu3Me
MNallUeHTKH, HO B COCTOSHMM JI€KOMIIEHCAllUU. Y
NallMeHTKH B HAcTodllee  BpeMs  OTMEUCHO
npubmmxkenne npodwis MapKepoB  MeMOpaHHOH
nosepxHocty I'CK x mpodumo Gombubix ¢ HAB u
XapakTepu3yercs 6-10 HelpocreupUIecKUMu
XapaKTEePHBIMHI M3MEHEHUSIMHA MapKepOB MEMOpaHHOH
noBepxHocTd ['CK GonpHOI. DTO CBHAETEIBCTBYET O
HeWpocrenu(pUIecKkoM TNPOTEOMHOM OPTaHUYECKOM
TOBPEXKICHAN MOJICKYIISIPHOI OEIKOBOI CTPYKTYpHI
Bceit I'CK ©® W3MEHEHHH  BHYTPHKJICTOYHOM
curHanpHOM Tpancaykuuu ['CK y nmanuentku ®-poit

E.B. VYV OonbHOW wuMmetoTcst (QyHIaMeHTanbHbIE
MOJIEKYJIIPHO-OUOJIOTHUECKHE OCHOBaHHUSA T
JIUarHOCTHKHU HEePEeHECEHHOT 0 CHCTEMHOTO

BOCIIAJIUTEIBHOTO M AyTOMMMYHHBIX 3a00JieBaHUI
OpPTaHOB M CHCTEM, YTO OOBICHIET HATH4IHE Y O0JbHOM
BBICOKMX THTPOB  aHTHTEN K  IEPEHECEHHOH
LUTOMETAIOBUPYCHOM MH(EKIINN 1 BACKYJIHTA.

Ha nanrom npumepe 6opHOM @-Boit E.B., 55 net
MBI TIOKa3anmd BO3MOXHOCTH mpoTeomMukn ['CK mu
MIOJTHOT€HOMHOT'O CEKBEHUPOBAaHUS 3K30Ma 4eI0BeKa B
BBIABJICHUH crenuuyaeix mnatomopduzmor HJIb u
SBICHUM  MOHOKJIOHAJIBHOIO  TEeMOIO033a,  YTO
MIOJTHOCTBIO MOJITBEPAKAACTCA pe3yiapTaTaMu
MIPOTEOMHBIX HCCJIEOBaHUN MeMOpaHHBIX OENKOB
nmmyHoMma I'CK.

IIpu Oonesnn Ausmreiimepa (BA) MBI Takke y
BCEX MAIMEHTOB OMBITHOM IPYIIIBI JHATHOCTHPOBAIN
HalU4ie KJIOHAIBHOTO T'€MOII033a, XOTS HE BBIABHIN
HE OJIHOTO CITy4ast HacJIEICTBEHHOTO 3a00eBanus. Bee
ciydan BA B Hamreii BEIOOpKE MMEIH CIIOPaIIdeCKUit
xapakrep. [ mnTrocTpauy NpeicTaBuM TeHOMHBIE U
NpOTEOMHbIE HccienoBanusi OoapHOoro M-Ba B.U.,72
Jet ¢ aquarHoctupoBanHoi B ['epmannu BA (Tabauua
3,4).

Tabmuma Ne3

CHucOK J0MOJHUTEIbHBIX COMATHYECKMX MYTAIIMH FeHOB KJIOHAJIBHOCTH FeMONO3THYECKHX CTBOJIOBBIX
KJIETOK KOCTHOro mo3ra 6osbHoro M-sa B.W., 72 et ¢ 60/1e3Hb10 AJibUreiivepa

TCen Hykneorunnas 3ameHa Is (ecmt Kpurepnit

I/IMCGTCﬂ) IIaTOTr€HHOCTHU

AKT1 ENST00000554581.1:¢.1173-89C>T rs149990267 Henatorennas
MyTanus

AKT1 ENST00000554581.1:c.46+42T>C rs2494749 Henarorennas
MyTanus

AKT1 ENST00000554581.1:.46+43G>A rs2494748 Hematorennaz
MyTanus

AKT1 ENST00000554581.1:c.287+30A>G rs2494735 Henarorennas
MyTanus

AKT1 ENST00000554581.1:¢.1260+106_1260+110del rs55839843 H"ETT‘;FH@:;”‘

AKTL ENSTO00000554581.1:c.1260+98G>A 52498800 Henarorennas
MyTanus

AKT1 ENST00000554581.1:¢.1172+23A>G 12494732 Henarorennas
MyTanus

AKT1 ENST00000554581.1:¢.726G>A rs1130233 Henarorennas
MyTanus

AKTL ENST00000554581.1:¢.288-92A>G 2498797 Hemarorennan
MyTanus

AKT1 ENST00000554581.1:¢.1260+110G>C rs12590657 Henarorennas
MyTanus

AKT1 ENST00000554581.1:¢.1260+106_1260+107insC Henarorennas
MyTanus

ASXL1 ENST00000375687.4:¢.140+26 A>G rs2295454 HenarorenHas
MyTanus

ASXL1 ENST00000375687.4:¢.471+89A>G rs3818190 HenarorenHas
MyTanus

ASXL1 ENST00000375687.4:¢.3759T>C rs4911231 HenarorenHas
MyTanus

ASXL1 ENST00000375687.4:c.*22A>G rs2295764 Henatorennas
MyTanus

ASXL1 ENST00000375687.4:¢.*90T>C rs2295763 HenarorenHas
MyTanus

ASXL1 ENST00000375687.4:¢.2444T>C:exon13:p.L815P rs6058694 He‘;q‘;‘;;e::a"

ASXL1 ENST00000375687.4:¢.719-100C>T rs2295765 Henarorennas
MyTalus
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ASXL1 ENST00000375687.4:¢.*394A>G rs2295762 HenarorenHas
MyTalus

ASXL1 ENST00000375687.4:¢.*548G>C rs41289852 Henarorennas
MyTanus

CBL ENST00000264033.4:¢.*4931T>C rs2510145 Henarorennas
MyTanus

JAK2 ENST00000381652.3:c.1514-88G>A rs7869668 Henarorennas
MyTanus

JAK2 ENST00000381652.3:¢.2886+71G>A rs10974955 Henarorennas
MyTanus

JAK2 ENST00000381652.3:c.2490G>A rs2230724 Henatorennaz
MyTanus

JAK2 ENST00000381652.3:¢.3060-72A>G rs10815163 Henarorennas
MyTalusd

JAK2 ENST00000381652.3:¢.489C>T rs2230722 Henarorennas
MyTalusd

PTEN ENST00000371953.3:¢.-326G>C rs2943772 Henarorennas
MyTanus

PTEN ENST00000371953.3:¢.80-96A>G $1003858 Henarorennas
MyTanus

PTEN ENST00000371953.3:¢.-511G>A rs12573787 HenarorenHas
MyTalnus

PTEN ENST00000371953.3:c.1026+32T>G rs555895 Henarorennas
MyTanus

PTEN ENST00000371953.3:¢.802-3_802-2insT rs34003473 Henaroretitias
- MyTalus

TET2 ENST00000540549.1:¢.4538-113C>T rs2647243 Henatorennas
MyTanus

TET2 ENST00000540549.1:¢.5284A>G:exonl11:p.11762V rs2454206 Hef;;;;f;“"

P53 ENST00000269305.4:¢.672+62A>G 1625895 Hemarorennan
MyTanus

TP53 ENST00000269305.4:¢.376-91G>A rs2909430 Henatorennaz
MyTanus

TP53 ENST00000269305.4:¢.215C>G:exond:p.P72R rs1042522 Hemarorernas
MyTanus

TP53 ENST00000269305.4:¢.74+38C>G rs1642785 Hemarorennas
MyTanus

Ta6numa No4

Cnucok JAOMOJTHUTECJIBHBIX COMATHYECCKHUX MyTaIIPIi;I I'€HOB KJIOHAJIbHOCTH .]'II/IM(l)OIIl/lTOB ﬂepnq)epnqeacoﬁ

KpoBH 0osabHOro M-a B.I., 72 jet ¢ 60s1e3Hb10 Aabureiivepa

Ien HykneoTuaHas 3aMeHa rs (ecim Kpurepuii

I/IMeeTCSI) IIaTOT€HHOCTHU

AKT1 ENST00000554581.1:¢.1173-89C>T rs149990267 Henarorennas
MyTalnus

AKT1 ENST00000554581.1:c.46+42T>C rs2494749 Henarorensas
MyTalus

AKT1 ENST00000554581.1:c.46+43G>A rs2494748 HenarorenHas
MyTalus

AKT1 ENST00000554581.1:¢.287+30A>G rs2494735 Henatorennas
MyTalus

AKT1 ENST00000554581.1:¢.1260+106_1260+110del rs55839843 Henatorernas
MyTalus

AKT1 ENST00000554581.1:c.1260+98G>A 12498800 Henarorennas
MyTalus

AKT1 ENST00000554581.1:¢.1172+23A>G 12494732 Henarorennast
MyTalus

AKT1 ENST00000554581.1:¢.726G>A rs1130233 Henatorennas
MyTalus

AKT1 ENST00000554581.1:¢.288-92A>G 152498797 Hemnarorennas

MyTaIus
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ASXL1 ENST00000375687.4:c.140+26A>G rs2295454 HenarorenHas
MyTalus

ASXL1 ENST00000375687.4:c.471+89A>G rs3818190 Henarorennas
MyTalus

ASXL1 ENST00000375687.4:¢.3759T>C rs4911231 Henatorennas
MyTauus

ASXL1 ENST00000375687.4:¢.*22A>G rs2295764 Henarorenmas
MyTalus

ASXL1 ENST00000375687.4:¢.*90T>C rs2295763 Henaroresnas
MyTalus

ASXL1 ENSTO00000375687.4:c.2444T>C:exon13:p.L815P rs6058694 He‘;?/TT‘;;e;Ha’I

ASXL1 ENST00000375687.4:¢.719-100C>T rs2295765 Hemarorennas
MyTalus

ASXL1 ENST00000375687.4:c.*394A>G rs2295762 Henatorennas
MyTalus

ASXL1 ENST00000375687.4:c.*548G>C rs41289852 Henarorennas
MyTalus

CBL ENST00000264033.4:c.-95_-94insGGC rs57028199 Henatorennas
_ MyTaIus

CBL ENST00000264033.4:c.*4931T>C rs2510145 HenarorenHas
MyTalus

JAK2 ENST00000381652.3:c.1514-88G>A rs7869668 Henarorennas
MyTanus

JAK2 ENST00000381652.3:¢.2886+71G>A rs10974955 Hemarorennas
MyTanus

JAK2 ENST00000381652.3:¢.2490G>A rs2230724 Henatorennas
MyTalnus

JAK2 ENST00000381652.3:¢.3060-72A>G rs10815163 Henatorennas
MyTanus

JAK2 ENST00000381652.3:¢.489C>T rs2230722 Henatorennas
MyTanus

PTEN ENST00000371953.3:¢.-326G>C rs2943772 Henatorennaz
MyTalnus

PTEN ENST00000371953.3:¢.80-96A>G $1903858 Henurorennan
MyTalus

PTEN ENST00000371953.3:c.-511G>A rs12573787 Henarorennas
MyTalus

PTEN ENST00000371953.3:¢.1026+32T>G rs555895 Henarorennas
MyTalus

PTEN ENST00000371953.3:¢.802-3_802-2insT rs34003473 Henarorenras
MyTalus

TET2 ENST00000540549.1:¢.4538-113C>T 1s2647243 Henatorennas
MyTalus

TET2 ENST00000540549.1:c.-46-39_-46-38insTAGA rs58201766 Henarorensas
MyTanus

TET2 ENST00000540549.1:¢.4183-53_4183-52del rs149641287 HenarorenHas
MyTalus

TET2 ENST00000540549.1:¢.5284A>G:exon11:p.11762V rs2454206 Henarorensas
MyTalus

TET2 ENST00000540549.1:¢.86C>G:exon3:p.P29R rs12498609 HGETT‘;?;H”

P53 ENST00000269305.4:¢.672+62A>G 151625895 Henarorennas
MyTalus

TP53 ENST00000269305.4:¢.376-91G>A rs2909430 Henatorernas
MyTalus

TP53 ENST00000269305.4:¢.215C>G:exond:p.P72R rs1042522 Henarorennas
MyTalus

TP53 ENST00000269305.4:¢.74+38C>G rs1642785 Henarorennas
MyTalus
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B mannom ciydae manwenta M-Ba B.U., 72 net ¢
Oone3npio  AnbplreliMepa HWMEIOT HE3HAUYHMTEIbHBIE
pasnmmumus myrtanwii TeHoB kioHanmbHOcTH (TET2 m
AKT1) B JHK TI'CK xoctHoro Mmosra u JIHK
JIEHKOITUTOB, 9TO CBU/ICTEIECTBYET 0
ONUTOKJIOHAFHOCTH TeMamod3a. B  wmcciemyemom
o0pas3iie 00HapyKEHbI MyTaIlMY B TeHaX, BOBJICUCHHBIX
B TIPOLIECC CIIOPAIUYECKOTr0 KJIIOHAIBLHOTO I'eMOI033a.
B oo6pasne JJHK T'CK kocTHOrO Mo3ra BBISBICHO
onuHHamaTh Mytammid reHa AKTL, sBnstomerocs
BHYTPHUKIICTOYHBIM (pEpPMEHTOM, OJHMM U3  TPEX
YJIeHOB cemeiicTBa mporenHknHas B. Kunaza AKTI1
SABISICTCA  KITFOYEBBIM (hepMEeHTOM CHTHAIILHOTO
oyt PI3K/AKT u BOBJIEYEHA B
perymsamnuio nponudepanny, pocTa W BBDKUBAHUSA
kinerok.. AKT1 BeicTymaeT B poJiM OHKOTEHA MpHU
MHOTHX 3JI0Ka4e€CTBEHHBIX 3a00JICBaHUSAX.
OO6HapyxeHo neBsaTh MyTanwmii rera ASXL1. Myranun
B OTOM T€HE  HapylIaloT  CIOCOOHOCTh K
CaMOOOHOBJICHHUIO ~ T€MOIOATHYECKHX  CTBOJIOBBIX
kiaerok. OOHapykeHa opHa wmytamus rena CBL,
komupytomiero Oenok CBL, koTopelii mpencraBiseT
€000}t yOUKBUTHH-IPOTEHHOBYIO Jurasy E3,
YYaCTBYIOIIYIO B repeade KISTOIHBIX
CUTHAJIOB M yOMKBUTHHHUPOBAaHUH Oeka. M3BecTHO,
YTO MYyTallid B [AaHHOM T€HE BOBJICYCHHI B PsII
PaKOBBIX 3a00JICBAHUI YEIIOBEKa, 0COOCHHO B OCTPHI
MHUETOUTHBIN Jeiiko3. OOHapy>KeHBI IATh MYyTaluit

rera JAK2. Myrtaumm B [JaHHOM TEHE YacTo
BCTPEYAIOTCS B MUEIONPOTH(EepaTUBHBIX
HOBOOOpAa30BaHHUSAX, rue MOTYT SIBIIATHCS

€IMHCTBEHHOM NpaliBepHON MyTauuen. MI3BecTHO, 4TO
myTtaruu B reHe JAK2 CHIDKAIOT CIOCOOHOCTh K
camooOHOBIIeHHIO  oTheiabHbIX ['CK, HO maroTr
MPEeUMYIIECTBO TMOTOMKAM JIaHHBIX KJIETOK IO
CpPaBHEHHIO C JAPYruMH KioHaMHu. OOHapy>KEHBI TSATh
mytarmii  teHa PTEN, xoTtopele Moryt OBITh
ACCOIMUPOBAaHBI ¢ 3a0oJieBaHUEM, HAa3bBIBAEMBIM
cunapomoMm Koynena. Cunapom KoyneHna moBeliaer
PUCK pa3BUTHA OIpPEIEICHHBIX BHIOB paka (pak
MOJIOUHOHM KeNe3bl, pak MaTKH (IHIOMETPHS);, pakK
IIUTOBUIHON JKeJe3bl; KOJOPEKTAIbHBIN pak (pak
TOJICTOH ¥ NMPSIMOM KUIIKK) M 00pa3oBaHKE HOJIHUIIOB B

TOJICTOW KHITKEe; pak modek). Myramuu rena PTEN
TaKXKe YBEIMYHMBAIOT PHCK Pa3sBUTHSA APYrHX THIIOB
paka. OOHapyXeHBl JBE MyTaul B TeHe TET2.
KionanpHplii  remomno’3,  acCOLMUPOBAHHBIA ¢
MYTAallMsIMH B 3TOM T€HE, PEe3KO YBEIMYHMBAECT PHCK
CepIeYHO-COCYUCTHIX 3aboneBanuii. Myrtarmu TET?2
B TeMOIIOITHYECKUX CTBOJIOBBIX KJIETKaX,
crocobcTByroT camooOHOBNeHut0 ['CK, naBas wum
KOHKYPEHTHOE MPEUMYIIECTBO B IJIAHE HKCIIAHCHH 110
CPaBHEHHIO C JIpYrUMH KioHamu. Takum oOpaszom,
MyTauuu B TeHe TET2 wurpaloT BaxHYIO poOjJb B
pPa3BUTUM KaK MHEJIOMIHBIX, TaK M JUMQOHUIHBIX
3JI0Ka4eCTBEHHBIX HOBOOOpa3zoBannid. OOHapy>KeHBI
YyeTblpe MyTanud B TeHe TP53, xomupyromeM Oerox
p53. p53 sBistercs GaKTOPOM TPAHCKPHITIIUH, KOTOPBIH
peryaupyer OOJIbIIOe KOJHYECTBO T€HOB B OTBET HA

pa3NuYHbIe KJIETOYHBIC IOBPEXKICHHSA, BKIIOYAs
aKTHUBaLMIO OHKOreHa, mnospexnaeHue JHK wu
BocmanieHue. OTu  (AKTOpPhl  aKTHBHUPYIOT P53

HOCPE/ICTBOM TIOCTTPAHCIISLIMOHHBIX MOJU(UKAINH,
KOTOPBIE IPUBOIAT K YBETUUEHHUIO YPOBHSA SKCIIPECCUU
Oenka p53 HW TpPaHCAKTUBAIMOHHOW AaKTUBHOCTH.
AKTHUBUPOBaHHBIA p53 HHIYyLHPYET OCTAHOBKY POCTA,
amonro3, pemapanuio JIHK u nuddepeHmmpoBky B
TIOBPEXICHHBIX KJICTKAX JUIA MOJABICHUS KICTOYHOMN
TpaHcopmanuu.  p53  SABISETCS  KPUTHUECKUM
perymastopom  noBeaeHuss I['CK, mnopaepxuBaet
cocrosiHue nokoss 'CK u perynupyer ux OTBET Ha
noBpexaenue JHK. p53 akTtuBupyeT TpaHCKpUIIIUIO
TE€HOB-MUUIEHEH, orocpenys penapanuio
noBpexaennid JIHK, ocTtaHOBKY pocTa WM amomnTo3.
TP53 BXOOUT B NEpPBYI IATEPKY CpEeId TI'E€HOB,
UMEIOINX MYTallUM TIPH KJIOHAJIBHOM T'€MOIIOA3€.
W3BecTHO, dYTO  pacmpoCTpaHEHHE  KIOHOB  C
mytanusamMu  TP53  accoumupoBaHo ¢ pa3BUTHEM
TeMaTOJIOTHYECKUX HOBOOOPA30BaHUH y TOXKMIIBIX
JIIOJIEN.

Kionansnocts I'CK BblsiBneHHas y nauuenra M-
Ba B.M., 72 nmer c Oomne3Hplo AmbirefiMepa Ha
TEeHETHYEeCKOM  ypOBHE  HAallla CBOE  IIOJIHOE
TIOJTBEPIKICHHUE Ha YpoBHE MIPOTEOMHOTO
uccnenoanust ['CK nannoro manuenta (Tabmuna 5).

Tabmuma 5

Pe3yabTaThl KAapTHPOBaHUS U NPOPUIMPOBAHUS MapKepoB KJieTouHo# noBepxHoctu I'CK
CyOononmyJisiiiu CTBOJIOBBIX FeMONOITHYECKHUX KJIeTOK 001bHOTO M-KkoBa B. 1. MaTepuaJ: myHKTAT
KOCTHOT0 M03ra, Ne ucciaenopanus 24491 Jlara: 24 mas 2023 roga

CyOmomynsus [TpoLieHT KI1eTOK JoHopsl
CD34 (obmiee xon-Bo OT 1,1 0,8-1,3 (kocTHBIN MO3T)
SPOCOIEPIKAIINX KIICTOK)
B npenenax CD34+ knerok*
CD38 4 746 65,0
CD2 | l 1,9 12,0
CD13 " 1793 90,3
CD61 6,9 10,6
CD41 8,6 HIT
CD19 4 9,9 2,5
CD33 . 7156 67,6
CD56 1l lo1 28,7
CD10 4 T T2 1,1
CD7 2,9 2,5
CD117 4 80,2 67,6



https://ru.wikipedia.org/wiki/%D0%A4%D0%B5%D1%80%D0%BC%D0%B5%D0%BD%D1%82%D1%8B
https://ru.wikipedia.org/wiki/%D0%9F%D1%80%D0%BE%D1%82%D0%B5%D0%B8%D0%BD%D0%BA%D0%B8%D0%BD%D0%B0%D0%B7%D0%B0_B
https://ru.wikipedia.org/wiki/%D0%9F%D0%B5%D1%80%D0%B5%D0%B4%D0%B0%D1%87%D0%B0_%D1%81%D0%B8%D0%B3%D0%BD%D0%B0%D0%BB%D0%B0_(%D0%B1%D0%B8%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F)
https://ru.wikipedia.org/wiki/%D0%9F%D0%B5%D1%80%D0%B5%D0%B4%D0%B0%D1%87%D0%B0_%D1%81%D0%B8%D0%B3%D0%BD%D0%B0%D0%BB%D0%B0_(%D0%B1%D0%B8%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F)
https://ru.wikipedia.org/wiki/%D0%A1%D0%B8%D0%B3%D0%BD%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B9_%D0%BF%D1%83%D1%82%D1%8C_PI3K/AKT/mTOR
https://ru.wikipedia.org/wiki/%D0%9F%D1%80%D0%BE%D0%BB%D0%B8%D1%84%D0%B5%D1%80%D0%B0%D1%86%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%9E%D0%BD%D0%BA%D0%BE%D0%B3%D0%B5%D0%BD
https://ru.wikipedia.org/wiki/%D0%97%D0%BB%D0%BE%D0%BA%D0%B0%D1%87%D0%B5%D1%81%D1%82%D0%B2%D0%B5%D0%BD%D0%BD%D0%B0%D1%8F_%D0%BE%D0%BF%D1%83%D1%85%D0%BE%D0%BB%D1%8C
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Ubiquitin_ligase
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Cell_signalling
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Cell_signalling
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Ubiquitination
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Acute_myeloid_leukaemia
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Acute_myeloid_leukaemia
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CD123 1166 76,0
CD44 4 " 89 1,0
HLA-DR | 813 92,9
CD90 Vo121 42
CD45 . 79,1 90
CD133 L 66,3 90,1

* conmocrasieHsl MoOm3oBanHsie I'CK monopoB ( neiikokonnenTpar) u I'CK kocTHOTO MO3ra marueHTa

BuonmH(MOpMaIOHHEIIT  aHANH3  PE3yNIbTAaTOB
KapTHpPOBaHUs W  NpOoQUIMpPOBaHUS  OCIKOBBIX
MapkepoB kierogHoit mosepxHocty ['CK mammenta M-
koBa B.M., 72 ner yka3plBaeT Ha CTaTUCTUYECKU
3HAYUMOE MOJICKYJIIPHO-ONOJIOTNYEeCKUEe H3MEHEHHE
Ha YpOBHE OTACIbHBIX 3BEHBEB KPOBETBOPEHUS.
Ipodune 'CK xoctHOro mosra marmeHTa M-koBa
B.M. nmocroBepHOo  omiHM4aeTcs  OT  NPOQMIL
MoOmIM30BaHHbIX nepudepuyeckux I'CK noHopoB mo
14 nccnenyeMbIM napameTpaM. BeIsiBieHO yBennueHue
nponopuun CD38+ I'CK, yBenuuenue xonudectsa B-
mumbounansix npeaumectseHankoB (CD19+CD10+),
HNPUCYTCTBHE KOTOPBIX B LIEIOM TUITMYHO JJIs1 KOCTHOTO
Mo3ra (TeMaTOTOHBI), TaK)KE€ OTMEUYCHO YBEIHMUCHHE
MPOMOPLUHU CD177+ MHUETOUTHBIX
NpPEIIECTBEHHUKOB M CTBOJIOBBIX  KJIETOK  C
SKCIpeccHel  aHTUI'eHAa  IJIaBHOIO  KOMILIEKca
rucrocopmectumoct  (HLA-DR).  IlapannensHo
BBISIBJICHO CyIIIECTBEHHOE CHIDKEHHE  YHCla
npeamecTBeHHUKOB ~ NK—kieTok  (BpoxIeHHbII
HMMYHHUTET U BO3MOXKHO paHHHE NPEAUKTOPHI KIETOK
HelpoHaNBHOU npupomsl) u uncia CD123+ I'CK.

Hauseni npoduns MeMOpaHHBIX OenkoB ['CK
nmanmeHTa M-koBa B. W. mnpexacraBmser coboit
JIOCTOBEPHBIN MaTOJIOTHYECKHH npodnib
nporeomHoro mnospexzaenuss ['CK mo 14 Ttoukam

cpaBHeHHss ['CK 310pOBBIX MOHOPOB W JOCTaTOYHO
yOeAUTENbHO CBUIETENBCTBYET O (DEHOTHUIIE TIPOTEOM-
OCHOBAaHHOW  HeHpocmenupuyeckoil  NMMYHHOU
HEIOCTAaTOYHOCTH B OPraHW3ME IALMEHTa, B IEPBYIO
oyepelb CepbEe3HOr0 HapyIIEeHUsT (GYHKIMH UIMMYHHOMH
CHCTEMBl Ha YpOBHE MHEIOMJHON JIMHUM U KJIETOK
BPOX/IEHHOTO IMMYHUTETA, & BO3MOXKHO U HAa YPOBHE
HellpOHaJIbHBIX MPEAIIECTBEHHUKOB.

JlaHHBIA MATOJOTMYCCKHI MPOMUIb OTINYACTCS
o 8 OCHOBHBIM [IOKa3aTeNsIM 0T
MpoaHamM3UpoBaHHEIX  paHee  mnpoduueir ['CK
OOJIBHBIX HEHpOJEreHePaTUBHBIMH 3a00JIEBaHIAMH.
[Nomydennsie JIaHHBIE CBHUJICTEIBCTBYIOT 0
MIPUCYTCTBUHM TIyOOKHMX HapymIeHHH B CHCTEME
KkpoBeTBopeHus Ha yposHe I'CK, Morymux npuBoauTh
K HENpaBWILHOMY (YHKIHMOHHPOBAHUIO HMMYHHOM
CHCTEMBI U JiepeKkTaM Ha ypOBHE KIJIETOK MUEJIOUTHOH,

aumbousHoH AU depeHIPOBKU U KIETOK
BPOXKAEHHOTO UMMYHHUTETA.

AHajorn4Hsie pe3yNbTaThI rpyooro
MOJICKYJIIPHO-0HOJIOTHYECKOT O MOBPEXKICHUS

JoMuHHpYyomero kioHa (kj1oHoB ) ['CK MbI momyummm
y Bcex 10 obGcmemoBanubix OompHBEIX ¢ BAC. Bor
TUNAYHBIA TNpUMep KIOHANBHOCTH TeMOIod3a Y
nanuenTa A. Anb K-u 35 ner ¢ BAC (Tab6muma 6 ).

Tab6muma Ne6

Cnmcok J0MOJTHUTEIbHBIX COMATHYECKHX MYTAlMii B reHaX KJIOHAJIBHOCTH JIUM(OIUTOB
nepudepnyeckoil KpoBu 6071bHOT0 A. Anb K-u, 35 jieT ¢ 60/1€3HbI0 MOTOPHOT0 HelipoHa

TeH HykieoTuanas 3aMeHa s (ecim Kpurepuit

UMEETCS]) NaTOT€HHOCTHU

AKT1 ENST00000554581.1:¢.703-30del Henarorennas
MyTalus

AKT1 ENST00000554581.1:¢.1173-31C>G rs61761201 Henarorennas
MyTalus

AKT1 ENST00000554581.1:c.46+43G>A 12494748 Henatorennad
MyTanus

AKT1 ENST00000554581.1:c.46+42T>C rs2494749 Henarorensas
MyTalus

ASXL1 ENST00000375687.4:c.2444T>C:exon13:p.L815P rs6058694 HenarorenHas
MyTalus

CBL ENST00000264033.4:¢.-103_-95del rs57028199 Henatorernas
MyTalus

CBL ENST00000264033.4:c.869+44_869+45insT rs3842642 Henatorennas
MyTalus

CBL ENST00000264033.4:¢.*366_*365insGG rs397958007 Henatorernas
MyTalus

CBL ENST00000264033.4:c.*2698G>A rs1207361567 Henaroremsas
MyTalus

CBL ENST00000264033.4:c.195+84C>G rs1592364794 Hemarorennas
MyTalus

CBL ENST00000264033.4:c.747+74del rs373788107 Henarorennas
MyTalus
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JAK2 ENST00000381652.3:c.-108-61A>G rs2274471 Henaroreusas
MyTalus

JAK2 ENST00000381652.3:¢.¥1119G>T rs12000101 Henatorennas
MyTalus

PPM1D ENST00000305921.3:c.*68T>C rs370221881 Henatorennas
MyTauus

PTEN ENST00000371953.3:¢.802-3_802-2insT rs34003473 Henatorennas
MyTalus

PTEN ENST00000371953.3:¢.-798A>G rs577569375 Henatorennas
MyTalus

PTEN ENST00000371953.3:c.-366del rs71022512 Henatorennas
MyTanus

PTEN | ENST00000371953.3:c.253+109_253+110insTCTTA rs1799734 He‘;;‘;ze;;aﬂ

PTEN ENST00000371953.3:c.*1457_*1459del rs5786797 Henarorenxas
MyTalus

PTEN ENST00000371953.3:¢.*1458_*1459del rs5786797 Henaroretittas
MyTalus

PTEN ENST00000371953.3:¢.-326G>C rs2943772 Henarorennas
MyTalus

PTEN ENST00000371953.3:¢.80-96A>G rs1903858 Henatorennas
MyTalus

PTEN ENST00000371953.3:¢.1026+32T>G rs555895 Hemarorensas
MyTanus

PTEN ENST00000371953.3:¢.*1516 T>C rs701848 Henatorennas
MyTanus

TET2 ENST00000540549.1:¢.3035C>T:exon3:p.P1012L rs587778707 Hei‘;ﬁ;f;ﬂaﬂ

TET2 ENST00000540549.1:¢.86C>G:exon3:p.P29R rs12498609 Henaroretitias
MyTanus

TET2 | ENST00000540549.1:c.-46-39_-46-38insTAGATAGA | rs58201766 Hegﬁﬁ;ﬂ‘{aﬂ

TET2 ENST00000540549.1:¢.3954+26C>A rs369415952 Henatorermas
MyTalnus

TET2 ENST00000540549.1:¢.2771A>G:exon3:p.H924R rs34485921 Henarorennas
MyTalus

TET2 ENST00000540549.1:¢.4538-113C>T rs2647243 Henarorennas
MyTalus

TP53 ENST00000269305.4:¢.215C>G:exond:p.P72R rs1042522 Henatorennas
MyTalus

TP53 ENST00000269305.4:¢.672+62A>G rs1625895 Henatorennas
MyTalus

TP53 ENST00000269305.4:¢.376-91G>A rs2909430 Henarorennas
MyTalus

TP53 ENST00000269305.4:c.74+38C>G rs1642785 Henatorennas
MyTanus

TP53 ENST00000269305.4:¢.993+409_993+410insTT rs34308401 Henatorennas
— MyTaIus

TP53 ENST00000269305.4:¢.673-71_673-70insA rs752774596 Henatorennas
MyTalus

TP53 ENST00000269305.4:¢.96+41_97-54del 1s59758982 Henarorentas

MyTalus
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Tabmuma 7

Pe3yabTaThl KApTHPOBaHUS U NPOoPUINPOBaAHNS MapKepoB KJeTouHoii moBepxnoctu I'CK
CyOnonyJisiin CTBOJIOBBIX reMonodTndeckux kjierok®.M.0.: Axmen Aap K-u

CyOmomynsmus ITporneHT KIIETOK JoHOpHI
CD34 (obmree Koa-BO OT 0,4 0,4-0,9
SPOCOACPIKANINX KIIETOK)
B npenemax CD34+ kietox

CD38 1 50,0 65,0

CD2 " BO 12,0

CD13 8,1 90,3

CD61 4 110 10,6

CD41 | 10,3 H1

CD19 0,5 2,5

CD123 1,0 76,0

CD33 | 39,5 67,6

CD81 v HJT 64,0

CD56 i 1,3 28,7

CD10 M 17

CD7 3,6 2,5

CD71 H 78,7

CD117 [ 102 67,6

CD44 YT 870 1,0

HLA-DR 93,2 92,9

CD90 [ 17 42

CD45 Y920 95

CD133 73,6 90,0
BuonmadopMaronHeIii  aHamm3  pesynbratoB  JlaHHBIH < mpodumiap  MemOpanHbIX OenkoB  ['CK
KapTUpOBaHWsi W mpoduiupoBaHusi  OenkoBeix  mamueHta A.Amp K-u  npencraBiser  coboii
MapkepoB KierouHoit mosepxHocTd ['CK mamueHta  10CTOBEpHBII NaTOJIOTUYECKUI npoduib

A.Asnp K-1 moxassIBaeT 3HaUNTENIbHOE KAYECTBEHHOE U
KOJINYECTBEHHOE  OTIHYHE  CYONOIMYJISIIIMOHHOTO
cocTaBa CTBOJIOBBIX KJIETOK OT COCTaBa JOHOPCKHX
I'CK u ot npoduneit 3HO. B cpaBHeHnu ¢ 1oHOpamMu
BBISBJIGHO CHIDKEHHE KOJIMYECTBA CYONOIyIsinit
MHEJIONIHO-KOMMHUTHPOBAHHBIX — HPEANIECTBEHHHKOB
(CD33, CD117, CD38, CD123). Cpeau I'CK cHmxeHO
CYILIECTBEHHO CHMKEHO KoyimyecTBO CDS56+ KieToK,
YTO OTOCPEIOBAHHO MOKET yKa3blBaTh Ha CEPbE3HBIE
HapylleHWs Ha YpOBHE BpOXICHHOTO  3BEHa
UMMyHHUTeTa. BBIIBIEHO yBETHUEHHE KOJIUYECTBA
CD44+ ctBOJNOBBIX KieTOK. [lomyueHHbIE TaHHBIE
CBHJICTENICTBYIOT O  NIPUCYTCTBHM  TITyOOKHX
HapylmeHUH B CHCTEME KPOBETBOPEHHS [0 YPOBHSA
I'CK, w™orymux MpUBOAWTE K HENPABIWIBHOMY
(YyHKIIMOHMPOBAaHMWIO  WMMYHHOH  CHCTEMBl M
JeuuTy KIeTok MuelouaHOH andQepeHIpOBKY.

npoteomHoro mnoBpexzaenus I'CK mo 19 Ttoukam
cpaBHenns ['CK manmeHTOB CO 3J0KaYeCTBEHHBIMHU

HOBOOOpPA30BaHMAMU U  3JIOPOBBIX JOHOPOB W
JOCTaTOYHO  yOEOUTENIBHO  CBHAETEIBCTBYET O
¢denorune MPOTEOM-OCHOBAHHOM UMMYHHOU

HEJIOCTaTOYHOCTH B OpraHW3Me IalMeHTa, B IEPBYIO
odepellb Cepbe3HOT0 HApyIEeHNsT QYHKIMH IMMYHHOH
CHCTEMBI Ha ypOBHE MHEIOMIHON JHMHUM M KIETOK
BPOXKJCHHOTO HIMMYHHTETA. [laHHBII MaToJIOrHIeCcKuit
MpoQuiIb MPaKTHYECKH COBHAl 1O 15 OCHOBHBIM

NoKazaTeiasM C  [POAaHAJIM3UPOBAHHBIMH  paHee
npoduisimu 'CK 64 6ombHbIX ¢ BAC.

ITockoneky  GompHBIX ¢ BAC 65110
CTAaTHCTUYECKH  JIOCTaToO4HOe  KojmuecTtBo (10

MAIUEHTOB ) Mbl MPOAHAIU3UPOBAIA BCE BapUAHTHI
JCM koTtopble OTMEUaINCh y JAHHBIX NAllUEHTOB. DTU
JTAaHHBIC OBUTH CBEJICHBI HaMU B Ta0OuUIry No§.
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Tabmuma Ne 8

OO0muii cnuCcoK T0NMOJTHUTEIBHBIX coMaTHUecKuX MyTanuii (JCM), BbIsIBJIsIEeMbIX B FreHaX KJIOHAJbHOCTH
aytoioruuHbix I'CK nmpu BAC

Kommgect
o BO
Ten HykneoTuHas 3aMeHa s (ecam Kpurepuii S
AMEETCH) MMaTOr€HHOCTH .
B C 3TOHU
MyTauuen
AKTL | ENST00000554581.1:c.1251C>T:exonL1:p.Y4 | 1513929765 | JloGpoxatcctaenn 1
17Y 9 bl BAPHAHT
AKT1 ENST00000554581.1:¢.1260+93C>T rs15086153 | JloGpokauectsenn L
7 Bl BApHAHT
AKT1 ENST00000554581.1:c.288-92A>G rs2498797 | AoOpoxauecTenH )
bl BaApUaHT
AKT1 ENST00000554581.1:c.287+30A>G rs2494735 | AoOpoxauecTBenH 4
bl BapUaHT
AKTL ENSTO00000554581.1:c.46+43G>A (52494748 | FloOPoKatecTEeHH 4
bIN BapI/IaHT
AKT1 ENST00000554581.1:c.703-30del Henarorennas 1
MyTalus
AKTL | ENST00000554581.1:c.1260+106_1260+110d | crangqss | JloGpoKauccTaenn 3
el bIil BApUAHT
AKT1 ENST00000554581.1:¢.1260+98G>A (52498800 | AOOPOKauecTEeHH 3
bl BApUAHT
AKT1 ENST00000554581.1:c.288-92A>G (52498797 | AOOPOKatecTBeHn 1
bl BApUAHT
AKT1 ENST00000554581.1:¢.1172+23A>G (52494732 | AOOPOKatecTBeHN 2
bl BApUAHT
AKT1 ENST00000554581.1:¢.726G>A (51130233 | AOOPOKauecTBeHn 2
bl BApUAHT
AKT1 ENST00000554581.1:¢.1172+69G>C (53803304 | AOOPOKauecTBeHN 2
bIN BapI/IaHT
AKT1 ENST00000554581.1:¢.46+42T>C rs2494749 | AAOPOKaueCTBeHH 10
bIN BapI/IaHT
AKT1 ENST00000554581.1:¢.1172+23A>G rs2404732 | HenarorenHas 5
MyTalHus
AKT1 ENST00000554581.1:¢.1173-31C>G rs61761201 | HlenarorenHas 1
MyTalHus
AKT1 ENST00000554581.1:¢.1173-89C>T rs14999026 |  Henarorennas 1
7 MyTarIys
AKT1 ENST00000554581.1:c.175+18C>T (3730358 | |lCTATOreHHaz 1
MyTanus
AKT1 ENST00000554581.1:¢.567+35G>A (53730346 | A0OPOKaUcCTBEIH 1
bl BApUAHT
ASXL1 ENST00000375687.4:¢.-26A>G Hobpoxatectsen 3
bl BApUAHT
ASXL1 ENST00000375687.4:C.57+41T>G rs15692279 | Hemarorennas )
11 MyTaIHs
ASXL1 | ENST00000375687.4:c.57+36C>G Henarorennas 1
MyTalus
ASXL1 ENST00000375687.4:c.140+26 A>G (2295454 | lenarorenas 1
MyTanus
ASXL1 ENST00000375687.4:¢.2444T>C(p.Leu815Pro rs6058694 Z[O6pVOKa‘leCTBeHH 5
bIN BapI/IaHT
ASXL1 ENST00000375687.4:¢.719-100C>T (52295765 | A\COPOKaUCCTBEHH 2
bIN BapI/IaHT
ASXL1 ENST00000375687.4:¢.471+89A>G (3818190 | |lCTATOreHHaz 2
MyTalus
ASXL1 NST00000375687.4:¢.1085+95A>G (56016114 | |lcTaTOreHHaz 1
MyTalHus
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ASXL1 ENST00000375687.4:c.159C>T rs75108537 | HemaroremHas
5 MyTanus
ASXL1 ENST00000375687.4:¢.*90T>C rs2295763 Henarorennas
MyTalus
ASXL1 ENST00000375687.4:¢.3759T>C (54911231 | HlemaroreHnaz
MyTalus
ASXL1 ENST00000375687.4:c.*22A>G rs2295764 Hemarorennas
MyTalus
ASXL [ ENST00000375687.4:.2444T>Ciexonl3:p.L815 | . -oeo, | Henatorcmnas
1 P MyTalus
ASXL1 ENST00000375687.4:¢.719-100C>T (52295765 | lcNaTOreHHas
MyTauus
ASXL1 ENST00000375687.4:c.*394A>G (52205762 | 1lcmaToreHuas
MyTalus
ASXL1 ENST00000375687.4:¢.*1239G>A rs11218762 Henarorennas
6 MyTanus
CBL ENSTO00000264033.4:.747+74del rs37378810 |  Henarorennas
7 MyTaIys
CBL ENST00000264033.4:c.-103_-95del (557028199 | lemaToreinas
MyTalus
CBL ENST00000264033.4:C.*2698G>A rs12073615 Henarorennas
67 MyTanus
CBL ENST00000264033.4:c.*7978A>G (2511836 | |lcHATOrCHHas
MyTanus
CBL | ENST00000264033.4:c.747+74 _747+75insT | '5375/8810 | lobpokatccraenn
7 BIif BADHAHT
CBL | ENST00000264033.4:c.869+44_869+45insT | rs3842p4p | |lemarorenas
MyTanus
CBL | ENSTO00000264033.4:c.748-67 748-66insT | 520729025 | Hlobpokatcctaenn
1 bl BAPUAHT
CBL ENST00000264033.4:¢.*6610G>C HobpokaiecTseH
bl BApUAHT
CBL ENST00000264033.4:c.*7655A>C rs13615226 | JloGpokatectseri
85 bIii BAPUAHT
CBL ENST00000264033.4:c.%366_*365insGG | o0 90800 | Henatoremmas
7 MyTarIys
CBL ENST00000264033.4:c.*4864_*4863insT “572226558 Henatorennas
MyTalHus
BapuanTt
CBL ENST00000264033.4:c.*559_*560insCAA | rs3833768 HeoTpeIeIeH-
HOI'O 3HAYCHUS
CBL ENSTO00000264033.4:.1432-61G>T 52208650 | F\COPoKaCCTRCHR
bl BApUaHT
CBL ENST00000264033.4:c.*7580_*7581del “376113433 Henatorennas
MyTanus
CBL ENST00000264033.4:¢.2251+50G>C (52500660 | |lcnaToreHHas
MyTalus
CBL ENST00000264033.4:¢.2592C>T rs1893177 | lenarorenias
MyTalus
CBL ENST00000264033.4:¢.*4931T>C (2510145 | Ilenarorenuas
MyTalus
CBL ENST00000264033.4:¢.*5907T>C (2511844 | Ilenaroreras
MyTalus
CBL ENST00000264033.4:¢.*7559C>G (1052121 | Ilenaroremas
MyTanus
CBL ENST00000264033.4:¢.195+84C>G rs15923647 | Henarorennas
94 MyTaIys
JAK2 ENST00000381652.3:¢.-197T>C 152274472 | AoOpOKatecTBeHH
bI1 BApUAHT
JAK2 ENST00000381652.3:¢.1514-88G>A (7869668 | |ICTATOrCHHaz

MyTanus
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JAK2 ENST00000381652.3:¢.¥1329_*1330del | '°13996495 | Jlobpoauccraeny
7 Il BAPHAHT
JAK2 | ENST00000381652.3:c.3050+61 3050+63del | rs3831163 | |lcMarorcHnas
MyTalus
JAK2 ENST00000381652.3:c.1514-88G>A (7860668 | |lcTATOreHHas
MyTalus
JAK2 ENST00000381652.3:¢.2886+71G>A (510974955 | IlCmaTOreHHaz
MyTalus
JAK2 ENST00000381652.3:.2490G>A rs2230724 Henarorennas
MyTalus
JAK2 ENST00000381652.3:c.-108-61A>G rs2274471 | Hlemaroreunaz
MyTauus
JAK2 ENST00000381652.3:¢.3060-72A>G rs10815163 | iemarorenHas
MyTalus
JAK2 ENST00000381652.3:¢.489C>T 152230722 | TlemarorenHas
MyTalus
JAK2 ENST00000381652.3:C.¥1185A>C rs56773082 |  Henarorerias
3 MyTanus
JAK2 ENST00000381652.3:¢.3059+23A>T (2274649 | |HlcmaToreHnaz
MyTalus
JAK2 ENST00000381652.3:¢.-197T>C rs2074472 | HenaroreiHas
MyTalus
JAK2 ENST00000381652.3:c.¥1119G>T (12000101 | |lenaroreHHas
MyTanus
JAK2 ENST00000381652.3:¢.614+79C>T (7872649 | IleNATOreHHas
MyTanus
JAK2 ENST00000381652.3:¢.1929T>C (2230728 | |Hlcmaroreunaz
MyTanus
JAK2 ENST00000381652.3:¢.3291+96 T>G (s12005968 | |iCTATOreHHaz
MyTanus
Bapuant
PTEN ENST00000371953.3:¢.802-3_802-2insT rs34003473 |  HeompenerneH-
HOT'O 3HAYCHUA
PTEN ENST00000371953.3:c.-457T>G rs90459971 | JloGpoxatiectser
7 bIil BAPUAHT
PTEN ENST00000371953.3:¢.*1516 T>C rs701848 | AloOpoKauecTaeny
bIN BapI/IaHT
PTEN ENST00000371953 3:c.-366del 1571022512 | ACOPOKatCCTBCHH
bIN BapI/IaHT
pTEN | ENST00000371953.3:c.253+109_253+110ins | \ooo-a, | Henatorenmas
TCTTA P—
PTEN ENST00000371953.3:c.*1457_*1459del (55786797 | |lCTATOrCHHaz
MyTalus
PTEN ENST00000371953.3:.-326G>C rs2943772 | AoOPOKadecTBeHH
bl BApUAHT
PTEN ENST00000371953.3:.-798A>G rs57756937 | Henarorennas
5 MyTaIHs
PTEN ENST00000371953.3:¢.1026+32T>G rs555895 Henatorennas
MyTalus
PTEN ENST00000371953.3:¢.80-96A>G. (51003858 | lcnaTOreHHas
MyTalus
PTEN ENST00000371953.3:¢.-653C>G HoGpokauecTenH
bl BApUAHT
PTEN | NM_001304717: 89623901 ¢.G194C p.C65S HoGpokauecTenH
bl BApUAHT
PPM1D ENST00000305921.3:c.*68T>C rs37022188 |  HemaroremHas
1 MyTalus
TET2 ENST00000540549.1:¢.3954+26C>A rs36941595 |  Hemarorennas
2 MyTalHus
: Bapuant
TET? ENSTOOOOO540549.l.rc.)5162T>G(p_Leu1721T (34402524 | neompenenetoro
p 3HAYCHUS
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TET?2 ENST00000540549.1:c.4538-113C>T rs2647243 | Al0OPOKAUICCTRCIR
bI1 BApUAHT
ENST00000540549.1:c.3035C>T:exon3:p.P10 | rs58777870 | Hemarorennas
TET2
121 7 MyTaIus
TET2 ENST00000540549.1:c.-46-46_-46-39del | rs58201766 | 1 craToremtas
MyTalus
ENST00000540549.1:c.-46-39_-46- Henatorennas
TET2 38insSTAGATAGA rs58201766 MyTAIHS
Bapuant
ENSP00000442788.1:p.1le1762Val
TET2 ENST00000540549.1:c.5284A>G $2454206 | neonpenencrroro
3HAYCHUSA
TET2 | ENST00000540549.1:c.86C>G:exon3:p.P29R | rs12498609 Heﬁ‘yﬂ‘;ﬁ’;j"”‘
TET? ENST00000540549.1:¢c.2771A>G:exon3:p.H9 1s34485921 Henatorennas
24R MyTalus
TET2 ENST00000540549.1:¢.5284A>G:exon1l:p.I11 ($2454206 Henatorennas
762V MyTaIus
Tpsg | ENST00000269305.4:c.993+409_993+410inS | | o)ano, o, | MoGpoxauccraenn
TT blil BApUAHT
TP53 ENST00000269305.4:¢.376-91G>A (52909430 | F0OPOKateCTBEHH
bIN BapI/IaHT
TP53 ENST00000269305.4:c.96+41_97-54del (559758982 | A0OPOKaUCCTBEHH
bl BApUAHT
TP53 ENST00000269305.4:¢.993+352C>T (577697176 | Al0OPOKaUccTBeHH
bl BApUAHT
TP53 ENST00000269305.4:¢.672+62A>G (51625895 | AOOPOKacCTBeHH
bl BApUAHT
TP53 ENST00000269305.4:¢.215C>G p.Pro72Arg | rs1042522 | AloOpoxadcctsenn
bl BApUAHT
TP53 ENST00000269305.4:¢.74+38C>G 151642785 | AOOPOKauecTBeHH
bl BApUAHT
TP53 | ENST00000269305.4:c.673-71_673-70insA | S7°277459 | JloGpoxasiectnern
6 BIif BApHAHT
. . . Bapuant
P53 ENST00000269305.4: I2.215C>G.exon4.p.P72 (51042522 | meompenienennoro
3HAUYCHUSA
Tpsg | ENST00000269305.4:c.993+409_993+410ins | | o \ooe, | MloGpoxasectnenn
TT blil BApUAHT
TP53 ENST00000269305.4:c.673-71del ($75277459 | Mobpoxatectsenn
6 bl BAPHAHT
TP53 ENST00000269305.4:c.96+41_07-54del | rs59758982 | 1lcmaTorenHas
MyTalus
ENST00000676610.1_1:exon20:c.A1734G:p.T JloOpokauecTBeHH
DNMT1 .
578T BIif BApHAHT
DNMT3 | ENST00000456297.6_1:exonl12:c.T1284C:p.C JobpokadecTBeHH
b 428C bl BAPHAHT
DNMT3 | ENST00000456297.6_1:exon12:c.T1386C:p.Y Jo6pokauecTBeHH
b 462Y bl BAPHAHT
DNMT3 | ENST00000624081.1_1:exon2:c.A139G:p.R47 Jo6pokauecTBeHH
b G bl BAPHAHT
DNMT3 | ENST00000624081.1_1:exon2:c.A139G:p.Leu Jo6pokauecTBeHH
A 422= BIif BAPUAHT
DNMT3 | ENST00000624081.1_1:exon2:c.A139G:p.Pro Job6pokauecTBeHH
A 9= BIif BApUAHT
ENST00000361445.9_1:exon33:c.G4731A:p. Jo6pokauecTBeHH
MTOR .
Al1577A blil BApUAHT
ENST00000361445.9 1:exon19:c.C2997T:p.N Jo6pokauecTBEeHH
MTOR .
999N bl BAPHAHT
ENST00000361445.9 1:exon10:c.T1437C:p.D JlobpoxauecTBeHH
MTOR .
479D Bl BapHAHT
NANOG ENST00000229307.9_1:exon2:c.T165C:p.P55 ]106pVOKalIeCTBeHH
P BIif BApHUAHT
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NANOG ENST00000229307.9_1:exon2:c.G246T:p.K82 I[O6pVOKa‘IGCTB€HH 1
N BIif BApHUAHT

NANOG ENSTO00000229307.9_1:exon2:c.G276A:p.P92 I[O6pf)[(a‘IeCTBeHH 1
P BIif BApHAHT

NANOG ENST00000229307.9_1:exon2:c.C363T:p.S12 I[O6pf)[(a‘IeCTBeHH 1
1S BIif BApHAHT

NANOG ENSTO00000229307.9_1:exon4:c.T531C:p.L17 I[O6pf)[(a‘IeCTBeHH 1
7L BIif BApHAHT

NANOG ENST00000528386.4_1:exonl:c.A47C:p.E16 I[O6pf)[(a‘IeCTBeHH 1
A BIif BApHAHT

IIpu nosnHoreHomMHOM cekBeHupoBanuu JIHK
ayTOJIOTMYHBIX I'CK y NalUEHTOB c
Helpo/iereHepaTUBHBIMU 00JIE3HSIMH MbI BBISIBIIIN 123
JCM u3 xotopeix 114 wMyrtamuit cocraBmin
HYKJICOTU/IHBIE 3aMEHbl T'€HOB KJIOHAJBHOCTH U 9
MyTaluMii TE€HOB  CTBOJIOBOCTH. Ecim  oOrmee
konmdecTBO JJCM reHOB KJIOHAJIBHOCTH HPUHSATH 3a
100%, To y 6onbubIx ¢ H/IB Ob110 BBLSIBIICHO 18 THITOB
myTtaruii reHa kioHamsHOCcTH AKT1 (16,5%), 16
THUIIOB MyTanuii rena kionansHoctu ASXL1 (14,67%),
20 tumoB myTanmii reHa kiroraapHOCcTH CBL (18,3%),
17 TunoB myTanunii rera KoHansHOCTH JAK?2 (15,6%),
12 tunos myranuit rena kinoHanbHocTH PTEN ( 11%),
1 tun myramuit rera PPMI1D (0.9%), 10 tumos
mytaruit rena TET2 (9,2%), 12 tunos myranuii reHa
TP53 (11%), 2 tuna mytauuii rena DNMT3A (1,8%),
3 tuma myrtamuit resa DNMT36 ( 2.75%), 1 tun
mytaruit rera DNMT1 ( 0,9%). IIpu stom mytaruit
TEHOB CTBOJIOBOCTM OTMEUEHO HEMHOro: 6 THIIOB
myTtauuid reHa NANOG u 3 tuma mMyTanuii resa
MTOR. Ha pucynke 3 mpencraBicHa IuarpaMma
NPOLEHTHOTO  PAacHpelesieHus  MyTanuii  TeHOB
KJIOHAJbHOCTH pu HeWpoaereHepaTuBHBIX
3a00JICBaHUSX YEIIOBEKA.

B mHacrosmee Bpems K HeHpoJereHepaTHBHBIM
3a00JIeBaHUAM OTHOCST MAI[EHTOB C PacCEeSHHBIM

CKJIEpO30M. OTO CBA3aHO C TEM, YTO TPH ITOM
3a00JICBAHUU BBISBISIOTCS TOJIOKUTEIBHBIC MapKephl
Helpoaerenepauu. Mbl CBOMMH HCCIEIOBaHUSMU
MOJITBEPKIAEM HAYYHBIH (haKT HATMYUS KIOHATHHOTO
remonod3a y OompHbIX ¢ PC. [Insg wutroctpanuu
JEMOHCTPUPYEM MOHOKJIOHAJIBHOCTh TEMOIO033a Y
o6omporo Yyn-un E.B.55 1mer, crpanaromero
paccesHHBIM ckiiepo3oM (Tabmuma 9). Y maHHOTO
MaIfieHTa TP TIOJIHOTEHOMHOM CEKBEHHUHPOBAHUHU
KPOBETBOPHBIX CTBOJIOBBIX KJIETOK KOCTHOTO MO3Ta U
nuccrnenoBannu JIHK, BeimencHHOW W3 TUMQOIUTOB
nepuepuIecKoil KPOBH, COTJIACHO PEKOMEHIALUSIM
ACMG (SF v2.0)/MI'HLI, BbisiBicHA MyTamus B
reTepo3uroTHoM coctosiuuu B reie GATA2 B 20
9K30HE - HYKJIEOTHJHAs 3aMeHa, MPHUBOJIAIIAs K
AMHHOKHCIIOTHOW  3aME@HE B  cocTaBe  Oejka
(missense_variant:

ENST00000341105.2:¢.526 A>C:exon3:p.T176P;
rs1553770978). [lanHas MyTanust KiacCUpHUIHPYETCs
KaK TIATOTEHHAas W acCOIUHUpOBaHA C AeHUIIUTOM
JCHIPUTHBIX KIETOK, MOHOLIUTOB, B-muMdoruroB u
€CTEeCTBCHHBIX KHJUTCPHBIX JTUMQOITUTOB:
https://www.ncbi.nlm.nih.gov/snp/rs1553770978#clini
cal_significance.

Tabmuma Ne9

CHucoK J0MOJHUTEIbHBIX COMATHYECKHX MYTallMii B reHaX KJIOHAJBHOCTH JUM(ouuTOB
nepudgepnyeckoii kposu d6oabHoro Yyn-un E.B., 37 jieT ¢ 1Mar1o03oM paccestHHbIi cKJ1epo3

len HykieoTuaHas 3aMeHa rs (ecmu Kpurepuii
I/IMeeTCﬂ) IIaTOT€HHOCTHU
AKT1 ENST00000554581.1:c.287+30A>G rs2494735 HobpoxauecTeHbili
BapHuaHT
AKT1 ENST00000554581.1:¢.46+43G>A rs2494748 HAobpokadecTseHHbIi
BapHuaHT
AKT1 ENST00000554581.1:¢.1260+106_1260+110del rs55839843 ﬂo@";‘:;fl;‘f“m
AKT1 ENST00000554581.1:¢.1260+98G>A rs2498800 HoGpokauecTBeHHbIH
BapuaHT
AKT1 ENST00000554581.1:¢.288-92A>G rs2498797 HobpoxauectsenHbiii
BapuaHT
AKT1 ENST00000554581.1:¢.1172+23A>G rs2494732 HobpoxauecTeHbiii
BapHaHT
AKT1 ENST00000554581.1:c.726G>A rs1130233 | oOpoKaueCTBeHHbI
BapHaHT
AKT1 ENST00000554581.1:¢.567+35G>A rs3730346 HobpokadecTBEHHBIH
BapHaHT
AKT1 ENST00000554581.1:c.46+42T>C 12494749 | loOpOKaueCTBEHHI
BapHaHT
AKT1 ENST00000554581.1:¢.435+57T>G HoGpokayecTBeHHbII
BapUaHT
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ASXL1 ENST00000375687.4:¢.472-22T>C rs4911230 HobpoxauectsenHbiii
BapHaHT

ASXL1 ENST00000375687.4:¢.-100G>T HobpoxauccTaeHbili
BApUAHT

ASXL1 ENST00000375687.4:c.471+89A>G rs3818190 HobpoxauccTaeHbili
BApUAHT

ASXL1 ENST00000375687.4:C.*394A>G rs2295762 HobpoxauccTaeHbiii
BApUAHT

ASXL1 ENST00000375687.4:¢.2444T>C(p.Leu815Pro) rs6058694 H°6p°§:;§;‘;e“m’m

ASXL1 ENST00000375687.4:¢.*90T>C rs2295763 HobpoxauccTaeHbili
BApUAHT

ASXL1 ENST00000375687.4:C.140+26 A>G rs2295454 HobpoxauccTaeHbiii
BapHaHT

ASXL1 ENST00000375687.4:¢.*22A>G rs2295764 Hobpoxauectsentbiii
BapHaHT

ASXL1 ENST00000375687.4:c.719-100C>T rs2295765 Hobpoxauectsentbiii
BApUAHT

ASXL1 ENST00000375687.4:¢.3759T>C p.Ser1253= rs4911231 ﬂ°6p°§aa;;;‘;e“““
Bapuant

CBL ENST00000264033.4:¢.¥559_*560insCAA rs3833768 HeOTpeeNeHHOTO

3HAUYCHUA

CBL ENST00000264033.4:¢.*2045A>G rs1047417 HobpoxaueccTseHbili
BapHaHT

CBL ENST00000264033.4:¢.*4931T>C rs2510145 HobpoxauecTseHbili
BapHaHT

CBL ENST00000264033.4:¢.*7559C>G rs1052121 HobpoxauecTseHbili
BapHaHT

CBL ENST00000264033.4:¢.*8149A>G rs11243 HobpoxauccTseHbili
BapHaHT

CBL ENST00000264033.4:¢.870-48G>C rs2511854 HobpoxauecTseHbili
BapHaHT

CBL ENST00000264033.4:¢.1095+19G>T rs2510152 HobpoxauecTserHbiii
BAPUAHT

CBL ENST00000264033.4:c.*4864_*4863insT rs572265582 H°6p°§§;§;‘f“"m

CBL ENST00000264033.4:C.*7655A>C (51361522685 | A\0OPOKAUCCTBEHHEI
BAPUAHT

CBL ENST00000264033.4:¢.747+74del (373788107 | A0OPOKaucCTBeHHbIi
BAPUAHT

CBL ENST00000264033.4:¢.869+44_869+45insT rs3842642 ﬂ°6p°§:;§;‘f“““

CBL NST00000264033.4:¢.*366_*365insGG 15397958007 | AlOPOXaUCCTBeHHI
- BapHaHT

JAK2 ENST00000381652.3:¢.-197T>C rs2274472 HobpoxauecTseHHbiii
BapHaHT

JAK2 ENST00000381652.3:¢.3059+61_3059+63del rs3831163 ﬂo@";‘:;ﬁ;‘f“"m

JAK?2 ENST00000381652.3:c.1514-88G>A 57860668 | /\COPOKAUCCTREmMLl
BapHaHT

JAK2 ENST00000381652.3:¢.3188G>A(p.ArgL06His) rs41316003 ﬂo@";‘:;ﬁ;‘f“"m

JAK2 ENST00000381652.3:¢.489C>T rs2230722 JlobpoxatecTremHbIi
BapHaHT

JAK2 ENST00000381652.3:¢.2490G>A rs2230724 HobpoxauectsenHbili
BAPUAHT

JAK2 ENST00000381652.3:¢.3059+23A>T rs2274649 HobpoxauccTBeHili
BAPUAHT
Bapuant

PTEN ENST00000371953.3:c.802-4_802-3del rs34003473 HeoTpe/IeIeHHOTO

S3HA4YCHUA
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PTEN ENST00000371953.3:¢.-366_-363del (51365232630 | A\0OPOKAUCCTBEHHLI
BapHaHT

PTEN ENST00000371953.3:c.-366del (71022512 | AoOpoxatccTBeHHbili
BApUAHT

PTEN ENST00000371953.3:¢.*1459del rs5786797 HobpoxauccTaeHbili
BApUAHT

PTEN ENST00000371953.3:¢.-326G>C rs2943772 HobpoxauccTaeHbiii
BApUAHT
BapuanTt

TET2 ENST00000540549.1:¢.5162T>G(p.Leul721Trp) rs34402524 HEOTIPEICIICHHOTO
3HAYCHUA

TET2 ENST00000540549.1:c.4538-113C>T rs2647243 HobpoxauccTaeHbiii
BapI/IaHT

TP53 ENST00000269305.4:¢.993+409_993+410insTT rs34308401 ﬂo@o}’g‘:}‘)’;i‘f“"m

TP53 ENST00000269305.4:¢.782+92T>G (512951053 | AOOPOKauCCTBCHHbIN
BApUAHT

TP53 ENST00000269305.4:c.96+41 97-54del (50758982 | AOOpOKauCCTBCHHbIH
- BApUAHT

TP53 ENST00000269305.4:¢.782+72C>T (512047788 | AoOpOKaueCTBCHHbI
BApUAHT

TP53 ENST00000269305.4:¢.376-91G>A rs2909430 Hobpoxauectsentbiii
BapI/IaHT

TP53 ENST00000269305.4:¢.672+62A>G rs1625895 HobpoxaueccTseHbili
BapI/IaHT

B nccrenyemom oOpasne muMQOIMTOB KPOBH M TpaHChopManmuud. pS5S3  gBIsgeTcs  KPUTHICCKUM
I'CK koctHoro mosra Uyn-una E.B. oOHapyxeHBI  perymsitopom MOBEACHUSA FeMOIIO3THYECKUX

MyTallii B TEHAX, BOBJCUCHHBIX B IIPOIECC
CIIOPaIUIECKOTO KJIOHAJIBHOTO TeMOoI093a.
OOHapy»xeHsl aecsaTb MyTauuii rena ASXL1. Myrauuun
B OTOM TEHE  HapylmamwT  CIOCOOHOCTh K
CaMOOOHOBJICHHIO ~ TE€MOIIO3THYECKHX  CTBOJIOBBIX
KJIeTOK. B obpa3iie BBIABIEHO IecATh MyTaluii TeHa
AKT1, sBrstomerocss BHyTPUKJIETOYHBIM (EPMEHTOM,
OJIHUM U3 TpEX YJIEHOB CEMEHCTBAa IPOTEUHKUHA3 B.
Kunaza AKT1 SIBIISIETCS KITIOYEBBIM
(hepMEeHTOM CHTHAIIBHOTO nytu PI3K/AKT u
BOBJICYCHA B PETYJIMIO Mpoiudepannu, pocrta u
BepkMBaHMs — kietok.  AKT1  Beictymaer B
POJIM OHKOTCHA TIPH MHOTHX 3JI0Ka4eCTBEHHBIX
3a0oneBanusax. OOHApYKEHbl CeMb MyTalMid T'eHa
JAK2. Myraiuu B JaHHOM IeHe 4acTO BCTPEUYArOTCs B
MHeI0NpoIn(epaTUBHBIX ~ HOBOOOPAa30BaHUSX, TIe
MOTYT  SIBIIAITbCS ~ €IMHCTBEHHOW  JpaiiBepHOM
MyTarei. M3BecTHo, 4to MyTtanud B TeHe JAK2
CHIDKAIOT  CIOCOOHOCTP K CaMOOOHOBIICHHUIO
oraensHbIX ['CK, HO JaroT mpenmMyniecTBO MOTOMKaM
JIAaHHBIX KJIETOK II0 CPAaBHEHHUIO C JPYTUMH KIOHAMHU.

OOHapyXeHbl ceMb MyTamuii B TeHe P53,
KonupytomeM Oenok pS53. p53 sBustercst (akropom
TPaHCKPHIILNK, KOTOPBIH  perynupyer Oojblioe

KOJINYECTBO T€HOB B OTBET HA Pa3IMYHbIE KJIETOYHBIE
MOBPEXICHNS, BKJIIOYAass AKTUBAIMI0O OHKOTEHA,
nospexxaenne JIHK wu Bocmanenme. OTH (axTOps
AKTUBHPYIOT P53 MOCPEICTBOM MOCTTPAHCIIIIHOHHBIX
MoIuHUKaNIUHA, KOTOPHIE NPHUBOIAT K YBEIHMYCHHIO
YPOBHS SKCIIPECCHH Oemka p53 u
TPaHCAKTUBALMOHHON aKTUBHOCTU. AKTUBUPOBAHHBIN
p53 uHAyUMpYeT OCTaHOBKY pOCTa, alolTo3,
pemapamto JIHK wu  auddepenmupoBky B
MOBPEXJECHHBIX KJIETKaxX AJ MOAABICHUS KIETOYHOM

CTBOJIOBBIX KIIETOK, NOJAEPKUBAET COCTOSTHUE MOKOS
I'CK u perynupyer ux orser Ha nospexaeHue JJHK].
p53 aKkTUBUpYeT TPAHCKPHUIIINIO Te€HOB-MHUILIEHEH,
OIIOCpENysl  pPENapaLutro noBpexaennii  JJHK,
OCTaHOBKY pocTa HJIH aromnTo3. TP53 BXoAuT B IEpBYIO
IATEPKY Cpelud TEHOB, HMMEIOUIMX MYTAllHu IpH

KJIOHAJIEHOM reMOomod3e. W3BecTHO, 9TO
pacmpocTpaHeHue KIOHOB C MyTtanmusmu TP53
ACCOIIMMPOBAHO C PAa3BUTHEM T'eMaTOJOTHYCCKUX

HOBOOOPA30BaHUH y MOXWIBIX Jtoaei. OOHapyKeHBI
mith MyTanmmid reHa PTEN, koTtopeie moryr ObITH
accOLMMPOBaHBl ¢  3a0o0NeBaHWEM, HAa3bIBAEMBIM
cugapomoM Koyznena. Cunapom Koynena mosbliaer
PUCK pa3BUTHS OINpPEAEICHHBIX BHIOB paka (pak
MOJIOYHOH JKeNe3bl; paKk MaTKu (PHAOMETPHUS); pak
IIUTOBUIHON JKEJe3bl; KOJOPEKTAIbHBIM pak (pak
TOJICTOH U MPSIMOI KUIIKK) M 00pa30BaHKE TIOJHIIOB B
TOJICTOHM KHIlKe; pak moyek). Myramun rena PTEN
TAK)KE YBEIMYUBAIOT PUCK Pa3BUTHUS JPYTHX THIIOB
paka. OOHapyxeHBI NBeHanuaTh Myramuid rema CBL,
konupyromero Oemnok CBL, xortopslii mnpencrasiser
c000i1 yOMKBUTHH-TIPOTEMHOBYIO urasy E3,
Y4YacTBYIOLIYIO B nepesiaue KJIETOYHBIX
CUTHAJIOB M YOMKBUTHHUPOBaHUHM Oeika. M3BecTHO,

YTO MyTallMd B JIaHHOM TI'€HE BOBJICYEHBI B DAL
PaKoBBIX 3a00JIeBaHUN YeIOBEKa, 0COOEHHO B OCTPHIN
MHUEJIOUHBIN Jieliko3. [lenecoobpa3Ho nTuHAMUYECKOe
HaOoIeHne OHKoyiora M remaronora. OOHapy>keHBI
nBe myrtanuud B rede TET2. KitoHajapHBIH remMomnoss,
ACCOIIMMPOBAHHBIN C MYTAIMsIMA B 3TOM T'€HE, PE3KO
YBEJINYHUBACT pHCK CepIeYHO-COCYTUCTHIX
3aboneBannii. Mytammuun TET2 B remonosTmueckux
CTBOJIOBBIX KJIETKaX, CIIOCOOCTBYIOT CAMOOOHOBJIEHHIO
I'CK, naBas UM KOHKYPEHTHOE IIPEUMYIIECTBO B IIJIaHE


https://ru.wikipedia.org/wiki/%D0%A4%D0%B5%D1%80%D0%BC%D0%B5%D0%BD%D1%82%D1%8B
https://ru.wikipedia.org/wiki/%D0%9F%D1%80%D0%BE%D1%82%D0%B5%D0%B8%D0%BD%D0%BA%D0%B8%D0%BD%D0%B0%D0%B7%D0%B0_B
https://ru.wikipedia.org/wiki/%D0%9F%D0%B5%D1%80%D0%B5%D0%B4%D0%B0%D1%87%D0%B0_%D1%81%D0%B8%D0%B3%D0%BD%D0%B0%D0%BB%D0%B0_(%D0%B1%D0%B8%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F)
https://ru.wikipedia.org/wiki/%D0%A1%D0%B8%D0%B3%D0%BD%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B9_%D0%BF%D1%83%D1%82%D1%8C_PI3K/AKT/mTOR
https://ru.wikipedia.org/wiki/%D0%9F%D1%80%D0%BE%D0%BB%D0%B8%D1%84%D0%B5%D1%80%D0%B0%D1%86%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%9E%D0%BD%D0%BA%D0%BE%D0%B3%D0%B5%D0%BD
https://ru.wikipedia.org/wiki/%D0%97%D0%BB%D0%BE%D0%BA%D0%B0%D1%87%D0%B5%D1%81%D1%82%D0%B2%D0%B5%D0%BD%D0%BD%D0%B0%D1%8F_%D0%BE%D0%BF%D1%83%D1%85%D0%BE%D0%BB%D1%8C
https://ru.wikipedia.org/wiki/%D0%97%D0%BB%D0%BE%D0%BA%D0%B0%D1%87%D0%B5%D1%81%D1%82%D0%B2%D0%B5%D0%BD%D0%BD%D0%B0%D1%8F_%D0%BE%D0%BF%D1%83%D1%85%D0%BE%D0%BB%D1%8C
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Ubiquitin_ligase
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Cell_signalling
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Cell_signalling
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Ubiquitination
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Acute_myeloid_leukaemia
https://translated.turbopages.org/proxy_u/en-ru.ru.cc38e110-639a1bed-ca37ddff-74722d776562/https/en.wikipedia.org/wiki/Acute_myeloid_leukaemia
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AKCTAHCHH 110 CPABHEHUIO C IPYTUMH KiloHamu. Takum
00pa3oM, MyTtaiuu B reHe TET2 urparoT BaXXHyIO pOJib
B Pa3BUTUH KaK MHEIOMIHBIX, TaK U JUM(OUIHBIX
3JI0KAYECTBEHHBIX HOBOOOpa3zoBaHuid. B Tabmume 10

NPEICTaBICHBl  PE3YNbTaThl  KAPTHUPOBAHUA U
npoUIMpoBaHua OENKOB MMMYHOMa ayTOJIOTMYHBIX
I'CK y OompHOoro Yyn-mna B.E. ¢ nmarHozom
PACCesHHOTO CKJIepo3a.

Tab6muma 10.

Pe3yabTaThl KAPTHPOBAHUS U NPOPUIMPOBAHUSA MapKepoB KJeTouHoii moBepxnoctu 'CK
CyOnonyJjsinuy CTBOJOBBIX reMonodTu4eckux kjaerok ®.1M.0. : Yyn-un E.B.,37 jer PaccesiHHBII cKiIepo3

CyOmomynsius IporeHT KiIeToK JloHOpBI
CD34 (oOmiee xon-BO OT 0,33 0,4-0,9
SIIPOCOAEPIKAIIUX KIETOK)
B mpenenax CD34+ xierok
CD38 80,0 65,0
CD2 +3,9 12,0
CD13 87,4 90,3
CD61 v 1,0 10,6
CD41 12,2 HJT
CD19 0,9 2,5
CD123 | 337 76,0
CD33 Y405 67,6
CD81 | HI 64,0
CD56 v Q3 28,7
CD10 1,7
CD7 3,0 2,5
CD71 HIT 78,7
CD117 73,0 67,6
CD44 49,8 1,0
HLA-DR 97,2 92,9
CD90 L 4l 42
CD45 88,0 95
CD133 61,3 90,0
Takum obpasom, BCE MIPU3HAKU AHanuzupys IIOJTyYEHHBIE JIaHHBIE MBI
He#ponereHepaun  y OOJBHOIO C PACCesSHHBIM  ONPEACIIIN OCHOBHbIE JIpaiiBEpHBIC T'CHBI
ckiepo3oM cxomaHbl ¢ moBpexaeHusMu ['CK mpu  KIOHanmbHOCTH, OCHOBBIBAsICh Ha 4acToTe
apyrux HIB u 9TH HapylieHHus UMENU MECTO Y BCEX  BCTPEUAEMOCTH ATU MYTAIMH Yy MAI[MEHTOB B KPOBH C
JIpyrux naiueHToB ¢ PC BOIIEANIMX B UCCIEAOBAHUE  MPOTPECCUPYIOUINM HeWpoiereHepaTHBHBIM
(pucyHok 4 , Tabxumna 10) 3a0oeBanneM (Tabmmma 11).
Tabmuma 11.

Yacrora HanboJib1Iell BCTpeYaeMoCTH (B MPOLEHTAX) MyTalllii FTeHOB KJIOHAJBLHOCTH Y 25 NALUEHTOB C
HeilipoJereHepaTUBHLIMU 00J1e3HAMM

Bcerpewaemoc
2 0
I'en HyxneotuaHas 3amena rs (ecm Kpurepuii Tf (%) o
UMEETCS]) MaTOT€HHOCTH JpaiBEPHOM
MyTaluu
AKT1 ENST00000554581.1:¢.46+42T>C rs2494749 | MaTocneunpuieck 100
WU BapUaHT
AKT1 ENST00000554581.1:c.287+30A>G rs2494735 | AloOpoxaiecTsenn 60
bIn BapI/IaHT
AKT1 ENSTO00000554581.1:c.46+43G>A rs2494748 | AoOpoKaiccTBenn 60
bIn BapI/IaHT
. Yacto
Asle ENSTOOOOO375687.4.(():).2444T>C(p.Leu815Pr 1S6058694 scTposmovsi 60
BapI/IaHT
ASXL | ENSTO00000375687 4:C.2444T>Ciexon13p.L | oorono, |  Henarorenman 40
1 815P MyTaIus
JAK2 ENST00000381652.3:¢.2490G>A (52230724 |  Henarorcunas 50
MyTaL[I/ISI
JAK2 ENST00000381652.3:¢.489C>T (52230722 |  Henarorennas 50
MyTaL[I/Iﬂ
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Bapuant
PTEN | ENST00000371953.3:c.802-3 802-2insT r534%0347 HEOTEIENIHHOrO 40
3HAYCHUSI
PTEN ENST00000371953.3:¢.*1516 T>C (5701848 | /\0OPOKauCCTBCHE 40
BIf BADHAHT
Yacto
PTEN ENST00000371953.3:c.-366del r57122251 BCTpeuaembiit 60
BapHaHT
PTEN ENST00000371953.3:c. %1457 *1450del | rs5786797 |  lcraToressas 40
MYTaITHs
Yacto
PTEN ENST00000371953.3:¢.-326G>C rs2943772 BCTpEYaeMblii 60
BapUaHT
Yacro
TET2 ENST00000540549.1:¢.4538-113C>T rs2647243 BCTpEYaeMblii 60
BapUaHT
. . Yacro
ENST00000269305.4:¢.993+409_993+410ins | rs3430840 .
TP53 T 1 BCTpEYaeMbIi 60
BAPHUAHT
MBbI MoKa3aiu, 4TO MyTal[uy ['eHa KJIOHATBHOCTH  monroxuByimx kpoBerBopHbix CK B KM (Challen
AKT1 B BUIE HYKJICOTHIHOU samensl  G.A. and Goodell M.A., 2020).

ENSTO00000554581.1:¢.46+42T>C B JJHK koctHOTO
Mo3ra ¥ TuMQonuTax neprudepuaeckoi KpoBU UMETH
Mecto B 100% HaOmomeHWii, 9TO HYyXIaeTcs B
JIOTIOJTHUTEIIbHOU IPOBEPKE JAHHONM MYTAaLlUU Kak
IpaiiBepHoii mpu GonbmuHcTBe HJB.

OO0cyskeHne MoJy4eHHbIX pe3yJbTaToB.

Ha xOoHKpeTHBIX KIMHUYECKHX IpuMepax 25 -TH
nauveHToB ¢ pasHeiMu HJIb M cpaBHeHMM uX C
JTaHHBIMU 54 3710pOBBIX JOHOPOB U 62 60sbHBIX ¢ BAC,
NPOXOAUBIIMX JICYEHHE B HAIIed KIMHUKE MBI

MOKa3aJId, 4YTO TPH  IPOTPECCHPOBAHMU  ITHX
3a00JIeBaHNI 3HAYUTENBHYIO POJIb B MX IaTOTeHe3e
urpaer  ¢gopmupoBanue  martosormueckoro KT,

KOTOPBII B KaX/IOM KOHKDETHOM CIIydae MMeeT
ompeneneHHpli  Habop JCM w  ompenereHHBIE
JpaiiBepHbIE MyTaI[M T€HOB KJIIOHAJBHOCTH, KOTOPHIE,
[0 HalleMy MHEHHIO, SBJSIOTCA 3allyCKAIOUUM U
MOJICPKUBAIOIIMM  3a00JIeBaHHE  MOJEKYJISAPHO-
OHMOJIOTHYECKHUM TIPOIIECCOM ITaTOreHe3a. Y BCeX ITHX
MAllMeHTOB C IIPOTPECCHpPOBAaHHEM OOJIE3HH HMeeT
MECTO MOJIEKYJISIPHO-ONOJIOTHYECKOE TOBPEXKJICHNE
cTpyKTyphl cooctBeHHOM ['CK. Panee MBI He HaNLIH B
JOCTYIIHOW HaM JIMTEpaType CChUIOK HA HaIWYHe
MOATBEPXKJICHHOTO ()EHOMEHa KJIOHAILHOCTH HpH
paznuunbix HJb yenoseka.

WzBectHo, uto KI' 00yciioBiieH HakoIUIEHHEM
JIOTIONTHUTEIBHBIX coMmatndeckux myrtamuii (JCM) B
JONTOKUBYIINX  KJIETKaxX oOpraHusMa (HEpBHBIX
KJIETKaX, TKaHECHEeIM(PUIECKIX CTBOJOBBIX KIETKAX,
MBIIIEYHBIX KJIETKaxX ¥ T.J.) U B TEPBYIO OYepensr B
reMomnoatideckux crBooBbix kiaetkax (I'CK). Challen
G.A and M.A. Goodell (2020) yTBep*aarT, uTO
HEaBHEE OTKPBITHE IIUPOKOH PACHpPOCTPAaHEHHOCTHU
KJIOHaJIBHOTO KPOBETBOPEHHUS HU3MEHUIIO
MpPEeJCTaBICHUE IEeMaTOJIOrOB, OHKOJOIOB M JIPYTHX
Bpauelt 0 'CK. Xots1 konebaHnsi akTUBHOCTH KJIOHOB
cTBOJIOBEIX KIeToK (CK) nmaBHO W3BECTHBI, B LEIOM
Bkiag 'CK B BeIpaOOTKY KpOBM CUMTAJCS JOBOJBHO
CTaOWIBHBIM TIPH OTCYTCTBHH SBHBIX 3a00JEBaHUH,
TaKUX Kak JielikeMus wid HenoctarouHocTh KM. Ilo
cytu, KI' sBusercas pe3yiabTaTOM KOHKYPEHIIMH

OTHOCHUTCA K
OKCIIaHCHUHU B

KionanpHOE  KpOBETBOpEHHE
T000MY  COCTOSIHHIO  KJIOHAJIBHOU
KpOBETBOpHOU cucteme. Pak  KpoBH, Takod Kak
XPOHUYECKUM MHUeNOuAHbI Jsetiko3 (XMJI) wnum
muenogucmiaactudeckuit cuaapom (MIC), sBisetcs

TUTTUYHBIM IIPUMEPOM KJIOHAJIbHOTO
KpoBeTBOopeHUsA. OTHAKO Te JK€ caMble MYyTaluH,
OOHapy)XeHHbIE TIPM OTHX BHIAX paka, TaKKe

HaOJIIOAAIOTCS Yy 3HAYMTENFHOM 4YacTH 3740pOBOTO
TTOKUIIOTO HaceJeHUs. YTOOBI OTINYUTD HATMIHE STHX
MyTalliii B  HE3JOKAYECTBEHHBIX  YCIOBHAX OT
3II0Ka4eCTBEHHOTO KJIOHAIBHOTO KPOBETBOPEHUS, OBLIT
BBEJICH TEPMHH  KIOHAIbHLIL  2eMAmMONnod3 ¢
neonpedenennvim nomenyuanom (CHIP) (Steensma
D.P.,, Bejar R., Jaiswal S., et al., 2015). CHIP
ONpeesIseTCS HAIMYUEeM CBSI3aHHOM C  PaKkoM
COMAaTHUYECKOW MYTallUU B KPOBH HJIH KOCTHOM MO3TE y
auil 0e3 W3BECTHBIX TI'€MAaTOJOTHMYSCKHX PaKOBBIX
3a00JICBaHAN WJIM JAPYTMX KIOHAIBHBIX COCTOSHHIA,
TaKUX KaK MOHOKJIOHAJIbHAsl TAMMaIlaTuHs.

Cumnraercs, uto KI' pa3BuBaeTcs ¢ BO3pacToM B
TEYEHHE OYCHb [UIMTEIFHOTO TIEpHUOJa BPEMCHH,
aHaNOrMyHO MapadoHcKoMmy 3abery. IlomoOHEIe
accommanmu  mpunum 1o nosoxy KIT k G.A.
Challen and M.A. Goodell (2020), xortopsle st
WUTIOCTPAIIMK ¥ JIYYIIeT0 TIOHUMAHUS MPOBOJST
anaiorno KI" Ha npumepe mapacdona. «B mapadone,
KOTOPBI HAYMHACTCS C H3HAYAJBHO  XOPOIIO
moI00paHHBIX OETyYHOB, HEOOJBIIOE MPEHUMYIECTBO B
BBIHOCJIUBOCTH MOYKET OKYIHUTBCSI, B TO BPEMS Kak
0eryH, KOTOPBIH TPATHUT OOJIBIIIOE KOJTUIECTBO SHEPTUH
HA paHHEH CTagud, MOXET HE MPOJACPKATHCS
nonro. TOYHO Tak ke OCTYHBI, MOMYYHBIIUEC TPABMBI,
BEIOBIBAIOT U3 UTPHL. B MONroil roHke, B UTPy MOTYT
BCTYIIUTh ~ MHOTHE  BTOPOCTEIICHHBIC  (haKTOPHI,
BKITFOYAs MICUXOJIOTHIO, MOTOXy W MecTHOCTh. Illanc
BCErJla WrpaeT ONPEACICHHYI pOJb, W, HAKOHEII,
BEPOSATHOCTh MOOEABI TAKXKE 3aBHCHUT OT KOJIMYIECTBA
COPEBHYIOIINXCS OETYHOBY.

Opnako Ttakoir moaxon k KI' He oOBscHsET
HaJIM4HE IpaiBEPHBIX MyTaLlWi B TeHAX KJIOHATBHOCTH



https://pubmed.ncbi.nlm.nih.gov/?term=Challen%20GA%5BAuthor%5D
https://pubmed.ncbi.nlm.nih.gov/?term=Goodell%20MA%5BAuthor%5D
https://pubmed.ncbi.nlm.nih.gov/?term=Challen%20GA%5BAuthor%5D
https://pubmed.ncbi.nlm.nih.gov/?term=Goodell%20MA%5BAuthor%5D
https://pubmed.ncbi.nlm.nih.gov/?term=Challen%20GA%5BAuthor%5D
https://pubmed.ncbi.nlm.nih.gov/?term=Challen%20GA%5BAuthor%5D
https://pubmed.ncbi.nlm.nih.gov/?term=Goodell%20MA%5BAuthor%5D
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Y MOJIOJBIX JIFOJCH TIpH OOJIBITMHCTBE Ay TOMMMYHHBIX,
HEWpOJETeHEPAaTUBHBIX M  OHKoJoruueckux bl
KOTOpBIE MBI TaK)Ke OOHAPYKIUTH Y HAIINX IAI[FICHTOB
( Bproxoemkmuit A.C.,2023). IlosToMy MexaHU3M
HaKOIIJICHUS KPUTHYECKOTO KOJIMYeCTBa
npamatrdecknx JICM B TI'CK  HeoOs3aTensHO
00YCIIOBJIEH TOJIBKO UCKITIOUUTEIBHO BO3pacToM. B ero
OCHOBE JIeXAT U JPyrue MeXaHH3Mbl (POPMHUPOBAHUS
KI'. OHu moapoOHO OOCYKICHBI M HCCICAOBaHBI B
pabore Grant A. Challen and Margaret A. Goodell
(2020). DTH wWccaenoBaTeNy MPUBOAAT TUIHUYHOE
JO0JIEBOE y4acTHe T€HOB KJIOHAJIBHOCTU MPU CTaPEHUU
(Pucynox 5). CpaBHuBas [0iHM pacHpeneiICHUs
MYTaIii B TeHaX KJIOHAIBHOCTH Yy MOKMIIBIX JIIOEH 1
CTapUKOB C JOJ€ pachpeneneHuss MyTauuid Ipu
TIPOTPECCUPOBAHUH HelipolereHepaTHBHBIX
3a00JIeBaHAN CTAaHOBUTCS OYEBHIHO, YTO 3TO COBCEM
pasHble OOJIE3HM, XOTS W T€ M JPYTHe 3aBHCAT OT
BO3pacTa Jojieil (BOCTpacT3aBUCUMEIE).

Pasnuunbple MyTanmMM TEHOB  KJIOHAJIBHOCTH
JOMHHUPYIOT B HHHLIMALWM, (OpMHPOBAaHMH U
MPOTPECCUPOBAHUU ATUX KIMHHUYECKUX COCTOSIHUH U
Hallle MCCJIEJOBAHUE 3TO MOJHOCTHIO MOATBEPKAACT.
IIporpeccupoBaHie CHCTEMHOTO TPOIIECCa CTAPEHHS U
mporiecca HeHWpoaereHepallii Ha YpOBHE TeHOMaA
MPEICTABISIIOT COOOW COBCEM pa3HBIE MOJICKYISAPHO-
OHOJIOTHYECKHE IPOIIECCHI, IPH UX BHEITHEH CX0KECTH
KITMHIYCCKIX TIPOSIBIICHUI u BOCTpAcT-
accoruupoBaHHOCTH. Ha ypoBHE mpoTeoma 3To Takxke
MPUHIUITHAAIBHO pa3nuIHbIe MOJIEKYJISIPHO-
OHOJIOrUYeCcKHe SIBJIEHUS TI0 OEIKOBON CTPYKTYpE.

JIOMUHHPYIOIUMH MyTaIUsIMH TeHOB
KJIOHAJIbHOCTH TipH cTapeHnu 011t DNMT3A (48,3%)
n TET2 (15,5% ), a mpu HelpoaereHepaTUBHOM
mporecce  JAOMHHUPYIOIIMMU — MYTallMIMH  TE€HOB
KJIOHaNbHOCTH ObUtH MyTanuu reHoB CBL (18,3%),
mytarn reHa AKT1 (16,5%) u myrtammu rera ASXL1
(14,7%). Ho xaxum oOpa3om, BeisiBIeHHBIH Hamu KI'
npu Bcex HJIb, of0ecmeumBaer 3amyck U
nporpeccupoanue HJB? VYcrtaHoBieHHbIE HamMu
(haKTBI MATOJIOTHYECKOH KIIOHATEHOCTH TEMOTI033a IIPU
nporpeccupoBanuu paznuuHbix HJIB oueHp jormyno
YKJTagpIBacTC B  «3aIlyCKaloIlee MOJEeKYJISPHO-
Omoslorndyeckoe  HA4Yalo»  KJIMHUYECKOW  OCH
HEUpOAEreHePALUN», MPENTIOKEHHON KOHCOPLIMLYMOM
amepukanckux ydenoix (Wareham L.K., _Liddelow
S.A., _Temple S. et al.,2022). UnunuupyomumMu u
MOJJIEP)KUBAIOIIMMH COOBITHSIMU HeWpoaereHepannu
aBisieTcs  (opMHpOBaHME NAaTOJOIMYECKUX KIOHOB
I'CK, popmupoBaHue nX TOMUHUPOBAHUS B TEMOII093€
U TOCTENIEHHOTO  pAacHIMpeHuss B CHCTEME
KPOBETBOPEHUH, TIO/ABIECHHUS (MHTUOMPOBAHUS )
apyrux 100 000- 200 000 sMOpHOHATBHO 3aJI0KEHHBIX
npakTu4ecku 310poBsiX KI0HOB ['CK kocTHOTO MO3ra
W TIOCTOSIHHAs II€JICHAIIPaBICHHAS PENPOIYKIHSA |
murpanus aktuBupoBaHHbIX KK kpoBu arpeccuBHBIX
K HepBHOW TKaHW I'M 1 CM 1 crtocoOHBIX OECKOHETHO
JIOJNITO TIOJ/ICP’KUBATh CHCTEMHOE HEHpoBOCHAICHHE B
HEpBHOW TKaHU MO3Ta.

ITo-Buaumomy, umenno KI' siBisieTcss OCHOBHBIM
UHULUUPYIOIIHUM u CHCTEMO00OPa3yIoIM
MEXaHU3MOM HAYajgbHOTO 3Tama KIMHUYECKOH ocu
HeMpoJereHepuuy,  OMNUCAHHOM  KOHCOPLHUYMOM

amepukaHckux yuenbix (Wareham L.K., _Liddelow
S.A., _Temple S. et al.,, 2022). Bonblioii HaydHbIH
KOJUIEKTHB aMEPHKAHCKHUX HCCIIEI0BAaTEICH U3 PA3HBIX
Vuusepcurero CIIA, Wareham L.K., _Liddelow
S.A., Temple S. et al.(2022) onpemenuian HECKOIBKO,
TaK Ha3bIBAEMBIX, OOIIMX MEXaHMCTHYECKUX 00macTen
COCPEIOTOUYCHHUS, KOTOpBIE  MOTYT  OOECIEYHTbH
MOTeHIUAJIbHbIE NaHHeHpoaereHepaTuBHbIE
TepaneBTHYecKue crpaterud. K HUM OHM OTHECIH:
(axTopel OKpYXKaroliel cpensl, HeHpoBOCIAlICHHE,
METabOJIMUECKH CTpecC, HeHPOBACKYJISIPHYIO CBSI3b U
TCHETHYECKUH BKJIaJg B pa3BUTHE 3a00JIEBaHMS.
Kazamocs 051 Bce BepHo! Ho MBI ONIaraem, 4to B 3THX
CTPOMHBIX HAy4YHBIX IIOCTPOCHHAX HMEET MECTO
cucteMHast (yHIAMEHTalIbHAs METOMOJIOTHIECcKast
ommbka! DakTOpel OKpYyXKalOMeW Cpeapl, Kak
OCHOBHOH WHUIMHPYIOIIMA MOMEHT OOJNe3HH He
SIBISIFOTCS.  3BEHOM IaTOT€HE3a, 3TO BO3MOXHBIH
STHOJIOTMYECKUIl (aKTop, HO HE MOJEKYJSPHBIN
MexaHn3Mm maroreHe3a HJIB! A B ocTanbHOM,
HECOMHEHHO, OHM IIpaBbl B CBOMX BBIBOJIAX MU
cyxneHusx. Taxxke, aMepUKaHCKUE UCCIIEOBATEIH HE
OTBETWJIM HA CaMble TJIaBHBIC, IIOCTABJICHHbBIE MU XKE
CaMHMHM, BOIIPOCHI O MOJIEKYISIPHO-OHMOIOTHYECKUX
COOBITHSIX, 3amycKalommux (TpoJereHepaTuBHEIE),
KaTaM3UPYIOIINX " IO/ IeP KUBAIOIIIX
HelipopereHepanuio! DTO camble TJIaBHBIE aCTEKTHI
MaTOreHe3a 3THX OOJe3HEeH, Tak Kak BCE BBISBICHHBIC
UMM pa3JINuHble MEXaHHYECKHE COCPEAOTOUCHHS (
TCHETHYCCKUM BKJIAQJ, HeWpoBOCHATICHHE,
METa00IMYECKHH cTpecc, (dbopmupoBanue
HaTOJIOTHYECKUX OENKOB, COCYIUCTOE TIOBPEXKACHUE U
T.A.) 3TO HE NPHUYUHBI OOJIE3HH, a €€ 3aKOHOMEPHOE
cineacrBue. Heiponerenepanusi BKIIIOYAET CIIOKHBIE
B3aUMOJICHCTBUSI MEXIY COCEIHUMH KJETKAMH U HX
AKCOHAJBHBIMH MPOEKUUSIMH; HEHPOHBI HMMEIOT Kak
MIPOKCHMaJIbHBIE, TaK U IUCTaJIbHbIE 007IaCTH, KOTOpPBIE
HUMEIOT Pa3IMYHOE KJIETOYHOE OKPYKEHHE U, B CBOIO
ouepe/b, padinuHbie Mexanuambl naronorud (Mullin
S., Schapira A.H.,2015). Kpome toro, ITHC He Bcerna
JEeHUCTBYET M30JMPOBAaHHO; Nepudeprudeckas HepBHASL
cucreMma (ITHC) wu mnepudepuueckas HUMMYyHHas
cHcTeMa, Talkke KaK M COCYJHUCTasi CHCTeMa BCE Yallle
CTaHOBSITCS AKTUBHBIMU Y4YaCTHHKAaMH JereHepanuu
[IHC ( Liesz A., 2019). Yro xe sBIseTCSA
NEepBONPHYMHON  CHCTEMHOH  HeliponereHeparum?
MaBaiite eme pa3 BHUMATENbHO IIOCMOTPHM Ha
CTPOTHE W Hay4YHO OOOCHOBAaHHBIE PACCYKICHUS
KOHCOpLIMyMa aMepuKaHCKuX ydveHbix! \Wareham
L.K., Liddelow S.A., Temple S. et al. (2022) yetko u
CTPOTO ONpENENMIN KIMHUYECKYI0 OCh Pa3BHTHS
HeWpoaereHepaunuu:  aKmusUpPOBaHHvle  UMMYHHbIC
KIemKU 3anycKarom akmueayuio 2iUdibHblX Kemok,
acmpoyumos U  MUKPO2IUU, YMO HPUGOOUM K
XPOHUYECKOMY —HeUpOoBOCNANeHUI0, OKCUOAMUBHOMY
cmpeccy, — MemaboIuvecKum U COCYOUCMbIM
NOBpedNHCOCHUAM, — HAKONACHUAM  NAMON02UHECKUX
benkoé 6HYymMpu KiemKu U 6 MeNCKIemOUHOM
npocmpancmee HepeHOl MKAHU U KaK ciedcmeue -
Oezenepayuss  HelpoHo8. A  4UTO K€ BBI3BIBAET
aKTHBAIMIO  OONBIIMHCTBA HMMMYHOKOMITETEHTHBIX
knerok (MKK) mmmyHnHO# cucrempr? Ilouemy mpu
JUTITENBHOCTH XH3HU akTHBUpoBaHHbIX KK He Oonee
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80-120 gmeii mpormecc HeHpomEreHepaMy UIHTCS
TOJaMH U TIPUBOINT K CMEPTH denoBeka? Uto spuseTcs
«KOCTPOM», KOTOPBIH IIOCTOSHHO «IOJOTPEBACT)
BbICOKMM ypoBeHb aktuBauuu MKK B kaxzom ux
HOBOM MoKoJieHnn? [loueMy ¢ eCTeCTBEHHOM CMEPTHIO
KOPOTKOXHBYIINX akTHBHpoBaHHBIX KK Gome3np He
npekpamaetcs? OtBet 6ananeH: sto Hanuuue KI© mpu
Bcex HJIb 1 MBI BIiepBBIC 3TO MMOKA3alIK U JJOKA3aJH Ha
HAIIUX KJIMHUYCCKUX MPUMEPax TEeHCTHYCCKHX U
MPOTEOMHBIX HCCIIeIOBaHUI.

W3BecTHBII  aMEpUKAaHCKMM  CHEUAINCT B
obmactu KI' S. Jaiswal (2020) B cBOeM aHATHUTHICCKOM
0030ope o CHIP moxazaim, 910 coMaTn4eckue MyTalun
CO BpEMEHEM HAKaIUIMBAIOTCA BO BCEX KIETKax
OpraHm3Ma, 9TO  TOATBEPAWIN W  ApPYyTHE
uccnenoBarenn (Welch J.S., Ley T.J., Link D.C., et al.,
2012; Alexandrov L.B., Jones P.H., Wedge D.C., et
al.,2015; Martincorena I., Campbell P.J.,2015;
Blokzijl F., de Ligt J., Jager M., et al.,2016; Hoang
M.L., Kinde I., Tomasetti C., et al., 2016). Ortu
MyTaIlMM Yallleé BCEro MHpeACTaBIsI0T co00i 3aMeHBI
OCHOBaHMH (M3BECTHBIE KaK OJHOHYKJICOTHIHBIC
BapuaHTHl [SNV]), HeOGonbIIe BCTABKH WIIH JIEIELUN
(indels) wnm W3MEHEHWs 4YHCIA KONMHHA OOJBIIHMX
XPOMOCOMHBIX obacreit (m3BecTHBIC KaK
cTpykTypHbie BapuaHThl [SV]). Ilo omenkam, I'CK
nproOpeTraroT npuMepHo 20 COMaTHYSCKIX MyTalui B
roz Bo Bcem reHome (Lee-Six H., @bro N.F., Shepherd
M.S., et al.,2018 ; Osorio F.G., Rosendahl Huber A.,
Oka R., et al.,2018)-u mpumepHo 0,1 myTarmu B T B
9K30HaX, komupyromux oOemnok (Welch J.S., Ley T.J,,
Link D.C., et al.,2012), noxapmstoiiee OOIBIIHHCTBO
13 KOTOPHIX sBiIsAtoTCs SNV. B KOCTHOM MO3re TONBKO
nponroxusyme ['CK  o0nagaroT CrocOOHOCTBIO K
CaMOOOHOBJICHHIO Ha TMPOTSHDKEHHH BCeH  JKU3HU
opranm3ma ( Reya T., Morrison S.J., Clarke M.F.,
Weissman [.L., 2001). Ilostromy B OoNbOIMHCTBE
clIy4yaeB TOJIbKO MyTauuu, Bo3Hukatoume B ['CK,
COXpaHSIOTCS HAa  MNPOTSDKEHHH  BCEH  JKU3HU
YeIloBeKa. YUUTHIBAS, UTO HAa YETIOBEKA IIPUXOIUTCS OT
~50 000 mo ~200 000 I'CK, oxupmaercst, uro Kk 70
rogam y moaeit 6ymer ot 350 000 mo 1 400 000
koaupytomux mytamuid B myje ['CK. Ecnu xoTst Obl
OllHA U3 OJTUX MYTAalMd CIOCOOHA O00eCHeunTh
cenekTuBHOe mpeumyiiectBo B oTHomenun ['CK, B
KOTOPOM OHA BO3HHKAeT, KIOHAJIbHAS 3KCIAHCHS B
KPOBH JOJDKHA OBITh OOBIYHBIM SBJICHHEM IIPU
crapennn  (Jaiswal S., Ebert B.L.,2019) wu
BO3HHKHOBEHUM JIPYIHX 0OJe3HEeH [UBWIA3ALUU
(bproxoseukuit A.C., LlypnoB M.A.,2023), B TOoM
yucie u npu HJB. JleficTBuUTEeNbHO, 3TO SIBJIEHUE,
Ha3pIBa€MOE€ KJIOHAIBHBIM T€MaTOII0330M, TECHO
CBS3aHO CO CTAapeHHEM H TI0KAa3aHO B HECKOJBKHX
WCCIICIOBAaHMAX y JINI], HE OTOOPAHHBIX JJISI 3YyUEHHS
remaroyiorndeckux Hapymenui (Xie M., Lu C., Wang
J., et al.,2014; Genovese G., Kihler A.K,, Handsaker
R.E., et al.,2014; Jaiswal S., Fontanillas P., Flannick J.,
et al.,2014; McKerrell T., Park N., Moreno T., et
al.,2015; Buscarlet M., Provost S., Zada Y.F,, et al.,
2017; Acuna-Hidalgo R., Sengul H., Steehouwer M., et
al.,2017; Coombs C.C,, Zehir A., Devlin S.M., et al.,
2017).

B OompmmMHCTBE UCCIICOBAHWHA  MYTallWH,
HCTIONIb3YEMbIe IS ONpEACNCHUs]  KJIOHAIBHOTO
KpPOBETBOPEHIS, aHaJIOTUYHBI MYTalusM,

OOHapyXHBaeMbIM TIIPH TEMATOJIOTHYECKOM pake (
Jaiswal S., Fontanillas P., Flannick J., et al.,2014;
Coombs C.C., Zehir A., Devlin S.M., et al,
2017). Haub6omnee 4acTO MYTHUPYIOIINE T€HBI B
KJIOHAJILHOM

kpoBeTBopeHun Bkirouaror DNMT3A | TET2 , ASXL
1,JAK2,TP53 u SF3B1, koToppie TaKXKe YacTo
MYTHUPYIOT MPH OCTPOM MHEIOUIHOM Jieiiko3e (Ley
T.J., Miller C., Ding L., etal.,2013; Lindsley R.C., Mar
B.G., Mazzola E. et
al.,2015), muenomucractuueckom curapome (MJIC)
(Bejar R., Stevenson K., Abdel-Wahab O., et al.,2011;
Papaemmanuil E., Gerstung M., Malcovati L., et
al.,2013) u MUEITOTIPOTA(PEPATHBHBIX
HoBooOpasosanusix (MITH) (Nangalia J., Massie C.E.,
Baxter EJ. et al.2013). CnenosarenbHo,
HEeyIUBHUTENbHO, 4TO y Jogei ¢ KI' atu Bumel paka
pa3BHUBarOTCs ¢ 60NbIIEH CKOPOCTHIO, UeM Y Jitoiei 6e3
mytanuit (Genovese G., Kihler A.K., Handsaker R.E.,
et al.,2014; Abelson S., Collord G., Ng SW.K., et
al.,2018; Jaiswal S., Fontanillas P., Flannick J., et
al.,2014; Desai P., Mencia-Trinchant N., Savenkov O.,
et al.,2018; Bolton K.L., Ptashkin R.N., Gao T. et al.,
2019). OgHako MyTalWH, BBI3BIBAIOIINE KIOHAIBHOE
KpOBETBOpPEHHE, TAaK)Ke MOTYT OBITh OOHApy>KEHBI B
OUPKYIHPYIOMINX HMMYHHBIX KIIETKaX, TaKAX Kak
FpaHyHOHHTLI, MOHOIIUTHI u J'II/IMq)OIII/ITbI. 3TO
OTKprTI/Ie IIOBBIIIIACT BepOHTHOCTL TOTO, qTO
KIIOHAJIbHO€ KPOBETBOPEHHE MOXET TPHUBECTH K
U3MCHCHHBIM HMMYHHBIM OTBCTaM, KOTOpLIe
IIOTCHIIUAJIbHO MOFyT BJIMATHD HA MHOTHC 6OHC3HI/I
UMBWIM3aMU W cTapeHus. [loaTomy, neHTpaibHOU
3amadyeil aBTOPOB ATOH pabOTHl OBUIO MOJYYCHHE

JIOKa3aTeNbCTB caMoro HAYYHOTO (akra
CYIIECTBOBAHMS  KJIOHANBHOTO  TIeMOIod3a  IIpH
pa3IMYHBIX ~ HEHPOJETCHEPATUBHBIX  OONIE3HAX W
TeopeTnyeckoe  O0OCHOBaHWE  Hammuusi  (akra
MATOJOTHYECKOH  KJIOHAIBHOCTH TEMOI033a  Kak
(byHI[aMeHTaJ'H)HOFO TICPBOIIPUINHHOTO
(3amyckaromiero) u MOIIEP>KUBAIOIIETO
MPOrpeCCUpOBaHUE H/IB, MOJIEKYJISIPHO-

OMOJIOTHYECKOTO COOBITUS [IsI BO3HUKHOBEHHUS W
nporpeccupoBanus 6onpirHcTBa H/B y uenosexa.
bes YCTpaHEeHUs KT OCTaHOBUTh
nporpeccupoBanrie HJIb u mpodumaktupoBats ee
peuuauB  JaXe TEOPETHUECKH HE  BO3MOXKHO.
OCHOBBIBasICh Ha MMEIOIIMXCSI COOCTBEHHBIX JTaHHBIX
nmo KI' mpu ayTOMMMYHHBIX, OHKOJIOTHYECKHX U
HacJIEICTBEHHBIX 3a00JIeBaHUSAX ONMCHHOW B HaIei
mororpadun (bproxoseuknit A.C., Ilypmor M.A,,
2023), MBI TOJaraeM, 9YTO  PECTUTYLHOHHBIE
MEXaHW3MBI CAHOTEHE3a B MOBPEXKACHHBIX OpPraHax U
TKaHAX  JOCTaTOYHO  JKECTKO  3aBs3aHbl  Ha
KpOBETBOpEHHE u UMMYHHUTET. Nwmenno
cucTeMoo0pasyromas U peryasTOpHasi, YIpPaBISIonas
poiib I'CK ¢opmupyer PECTUTYLIUOHHBIN
CAaHOTCHETHYECKUH  MEXaHW3M  BOCCTAHOBJIECHUS
TIOBPEXICHHBIX OPraHOB U TKaHeH. Ecnu B oprannsme
9YKAapHOT CYIIECTBYET MOIMKIOHAIBHOCTh FE€MOI0I3a
(paborator Bce WM OOJIBIIMHCTBO CYIIECTBYIOLIMX
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kimonoB I'CK), To caHOTeHeTHYECKHE MEXaHHU3MbI
opranm3Ma  pabOTalOT  HWCOPaBHO M YETKO.
[ToMuKIOHATBHOCTE KPOBETBOPEHHS OOECIIEIHBACT
MOCTOSHHYIO 3aMEHy WM PEMOHT IIOCTPaNaBIINX
CHETHANM3UPOBAHHBIX KJIETOK KPOBH M PECTaBPAIHIO
CHETHATM3UPOBAHHBIX TU(PEPEHIIMPOBAHHBIX KIETOK
opranoB u Tkaned (Jaiswal S.,2020). YUem Goibime
kioHoB I'CK yuacTBytoT B mpouecce (popMHUPOBaHUS
myna BceX 36 MWUIMApIOB LHUPKYJIUPYIOIIUX B
OpraHu3Meé KJIETOK KpPOBM, TE€M MEHbIIE IIAHCOB
BO3HUKHOBeHus HJIb unu HapynieHuil caHOreHesa.
[Ipn HOpManeHO paboTarolieli UMMYHHOH CHCTEME U
TIOJIMKJIOHATIPHOCTH ~ KPOBETBOPEHHUS  HAKOIUICHUE
MIATOJIOTHYECKUX OENKOB B TKAaHAX , B TOM YHCIE U
HEpBHOW TKaHH, HE BO3MOJKHO IO OTIPEIEIICHHIO.
MHoOro €T B UMMYHOJIOTHH, B OHKOJOTHH U B
TeMaToJIOTHH CyliecTBOBasia norma o toM, uro ['CK
9TO BCETO JIMIIH KIETKH-POIOHAYATEHHUIIBI BCEX KIETOK
kpoeu u wummyHuteta ( Ilupun A.JL., bapanosa
0O.10., Ppenkens M.A. ¢ coast., 2023). Penpomykius
HOBBIX KJIETOK KpPOBHM CUMTAJaCh WX IJIABHOW U
OCHOBHOH (pyHKumei B opranusme. Jpyrux ¢yHkumi
Yy HUX B OpraHu3Me sIKOObI HE OBLIO MPEeIyCMOTPEHO
npuponoii B mnpunuune! CuuTanoce, 4YTO OHHU
CHOoCcOOHBI W3 OJHOW KJIETKH BOCCTAaHOBUTH BECh
MHOTOMWDTHAPAHBIA KJIETOYHBIH Iyl KPOBH, HO
HUKaKUX YIPABIIONINX U PETYISATOPHBIX (QYHKIHNHA Y
Hux HeT (TymmuerH H.H., Yynkosa C.B., [Ilomoxosa
E.H. ¢ coart.,2019). 3a mociemnue IecATHICTHE
HaKOIUIEHO MHOTO Ba)XKHBIX HAay4HbBIX (haKTOB O TOM,
yro ['CK 3T0 He TONBKO MNpapoAWTEIbHUIIBI BCEX
kiaetok kpoBH, HO ['CK, o06pa3Ho BBIpaxkasich, 3TO
TTIaBHBIE «KOMIIO3UTOPBI», «TUPYDKEPB» u
«OPaHXHMPOBIIUKI B «\OPKECTPE BCEX CYNIECTBYIOMINX
MMMYHHBIX PEAKIUil», MPOUCXOAAINIUX B OpraHU3Me
yenmoBeka U )KUBOTHEIX (bproxosenkuit A.C., llypmos
M.A.,2023). Bce 230 U3BECTHBIX THIIOB KJIETOK
opranmnsma uenoseka (Alberts B., Johnson A., Lewis J.
et al.,2003) HaxomsaTCss K HHM B 3aBUCHMBIX U
YOpaBJIIEMbIX MMHU KJeTOUHbIX mnoacucremax. ['CK
SIBIISTEOTCS TJIABHBIMU PeTYIATOPHBEIMH u
CHCTEMOOOPa3yIOUUMH CTPYKTYPHBIMH 3JIEMEHTaMHU
opranusMa, (opmMHupysT B KOHKDPETHBIX YCIOBUSIX,
HE00X0/IMMOE KOJIMUECTBO TPeOyeMbIX pEeryIsITOPHBIX,
KWJUIEPHBIX U IUTOTOKCHYECKUX KJIETOK KPOBU B OTBET
Ha TIOSIBJIEHHE B OpraHU3Me IaToreHa (OHKOTEHa,
BUpyca, Oakrepuro, TpocTeiimero u Ap.) U
o0ecreuynBalOT  OCHOBHYI0 HMMMYHHYIO  IaMsTh
opranusMma (B. de Laval, J. Maurizio, P.K. Kandalla et
al., ,2020). T'CK sBistoTCS CaMbIMH MEJUICHHBIMHU
KJIETKaMU B OpraHM3ME 4YeJOB€Ka M HKMBOTHBIX.
Knerounsnii nuxkn I'CK B opranumsme denoBeka
cocrasisier 360 nueit. Kiletok ¢ Ooilee MemIEHHBIM
KJICTOYHBIM LIUKJIOM B OPTaHM3ME YeJIOBEKa B HOpPME
Her (benymxmaa H.H., Xomskor 10.H.,2009). Kax
TOBOPHI OCHOBOTIOJIOKHHUK KUOEPHETHKHU u
MaTeMaTU4eCKOl TEOPUM CUCTEM BEJIMKUU MaTeMaTHK
Hopbept Bumep: «Ympapnsromeid B JT000i camoii
CJIOKHOW CHUCTEeME SBJSIETCSl camasi MeJicHHas: (azay
(N.Wiener,1989). Do mosoxenue «paboTaeT» Bceraa
BO BCEX XUMHUYECKHUX, OMOXMMHYECCKIX, (PU3HMUECKIX U
MaTeMaTUYECKUX CUCTEMaX U CErOAHS HE MOJIJIEKUT
OOCY)XICHHUIO B MAaTeMaTHYECKOH TEOpUU CHUCTEM

(Komvaropos A.H.,2023). IToatomy I'CK, B nepapxuu
BCEX KIETOK OpraHW3Ma, 3aHUMAaeT CaMO€ BEpXHee
JOMHHHUPYIOIIEE TIOJIOKEHHE M BCE KIETKH Tena
HaxXONATCS K HEHl B IOAYMHEHHOW 3aBHCHMOCTH.
Amnarnorueil ee pabOTHI B JKUBBIX CHCTEMax SIBISICTCS
POJIb 1 MECTO ITYETIOMATKH B yIIbE ITUENT WIIN IAPHIIBI B
MypaBeHHHKE WM TepMUTHUKe. Eciau muenomarka
peLIUT MOKUHYTH yJeH, To Bech poil yIeTuT BMecTe ¢
Hell U ero He yJepKaTh.

I'CK 310 TeopeTnuecku «OeccCMEepTHBIC) KIIETKH
WIM TOYHEE caMble JOJTOXKHUBYIIME KICTKH B
OpraHu3Me, Kak ¥ HEHpOHBI TOJOBHOIO U CIHHHOIO
MO3ra. PacueTtn! BBIJIAIOIIETOCS pOCCUICKOTO
Matematuka Tnpodeccopa [lamymkmaa A.M. (He
OITyOJIMKOBAaHBl C €r0 CMEPTHI0) C HCHOJIh30BaHUEM
HellpoKkoMIbroTepHOH cetu emte B 2010 roay nokasanu,
yTo TONBKO Helponsl W I'CK m3 Bcex KieTok
OpraHu3Ma COCOOHBI TEOPETUICCKH MPOXKUTE 10 1000
jeT. OTO IMOJHOCTBIO COIJIACYeTCs ¢ MX MHUCCHEH B
OpraHu3Me: KOJIM4eCTBO HEWPOHOB  OIpenesnseT
CTPYKTYpPY CO3HAaHHUS U JIMYHOCTH, a KonndecTBo I'CK
OIpeJieNIIeT CYLIECTBOBAHUE BCEH CYLIECTBYIOLIEH
HepapxuM KIETOK B OpraHU3ME€ U BO3MOXHOCTb
chopMUpOBaTh HMMMYHHBIH Hag30p M KOHTpOIb,
OpraHu30BaTh CHCTEMHBIN 3alIUTHBIA HMMYHHBII
orBer opranmima (Bproxomemkxmit A.C., Ilypmos
M.A.,2023).

Takum 00pa3oM, HamM CKPOMHBIE T€HOMHO-
MIPOTEOMHBIE HCCIIECAOBAHUS MO3BOJIIIOT OTBETHTh Ha

3HAa4YUTeNbHbIE TPOOENbl B HANIMX 3HAHUAX O
MEXaHU3Max HAb, chopMyIHpPOBaHHBIE
aMmepuKaHckuMH  ucciemoBatensm  (_Wareham

L.K., Liddelow S.A., Temple S. et al., 2022) no psaxy
(byHIaMEeHTaNbHBIX  HAay4yHBIX  HosokeHuit: (i)
KJIOHQJIBHOCTh KPOBETBOPEHUS  SIBIAETCS  OOLIUM
MOJIEKYIISIPHO-OMOIOTHIECKIM COOBITHEM HA pPaHHHUX
CTausaX MporpeccupoBaHus 3aboneBanus Bcex HJB,
T. e. KI' ompeznenser Bce 3amyckaromue COOBITHS,
KOTOpBIE TMEPEBEMIMBAIOT dYally BECOB B KacKale
YCHIICHUS, TIPUBOIAIIIEM K Heliponerenepauw, (ii) KI'
orpeenseT BECh CIIEKTP COOBITHIA B
MPOTPECCUPOBAHUN 0OJIE3HH, KOTOPhIE KaTATU3UPYIOT
yKe CYIECTBYIOIINE HEUPOIereHepaTUBHBIE COOBITHS,
(iii) 'maBHBIM THIIOM KJIETOK 3aJeiCTBOBAHHBIX B
nporpeccupoBanun HJIb sBisOTCS ayTONOrHYHBIC
I'CK, (iv) oOmmMu MaTOJOTHYSCKUMU KOHCUHBIMHU
toukamu HJ/Ib sBnsrorcs JICM reHOB KJIIOHAJTBLHOCTH
I'CK u kneTok KpoBH, T. €. MOHUTOPUHIOM TUHAMUKHU
JCM I'CK u kJIeTOK KpOBU MbI MOKEM MOAJIEPKATH -
OTCIIC)KUBAHUE 3TUX COOBITHI Ul IPEAOTBpAIICHUS
WIN 3aMEHBl NOPaXEHHON TKaHM M, HakoHel, (V)
Nmenno KI' obecnieunBaeT u moiepKUBaeT CoObITHS,
KOTOpPBIE SIBISIFOTCSA HPO-ACTEHEPATUBHBIMU M TOJIBKO
mocje ero OJOKMPOBAaHUS M YCTPAHEHUS BO3MOXKEH
3aIlyCK penapaTHBHBIX WM JaXKe MPOPEeTreHePaTHBHBIX
NIPOLIECCOB BOCCTAHOBIIEHUS NOBPEKACHHON HEPBHOU
tkan  npu  HJIB. Tlpu s3tom, ¢dopmupoBanue
kimoHanpHOrO  remomon3a  (KID) npu  H/b
paccMaTpHUBaeTCsl HaMH KaK T[JIaBHOE MOJIEKYJSIPHO-

OHMOJIOTHYECKOEe  COOBITHE,  WHHIUHUpYIOIEe U
noanepxupamomee  narorenes  HJAb, a  ux
HEBPOJIOTUYECKUE TMPOSIBICHUA JTO HE MPUYMHA
GoJie3Hy, a CJIEJICTBUE u UCXOJ
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MMMYHOOIIOCPEIOBAaHHOTO BO3CHCTBUSA
AKTUBUPOBAHHBIX  MMMYHOKOMIIETEHTHBIX  KIJIETOK
(MKK) xpoBm Ha KIETKH HEPBHOH TKaHH MO3Ta,
NPUBOJANIEE K IPOrPECCHPOBAHUI0 MEXAaHU3MOB
HEHUpPOBOCHAJICHUS U HEUpOIEreHepauu

3akJloueHue

B nanHOl cTaTrhe MBI BHEpBBIE HAa HEOOJIBLIOM
KIMHUYECKOM  MaTepHuajge  MpOJEeMOHCTPHPOBAIH
HaJlMyhe Hay4HOro (hakTa - KJIOHAJIBLHOTO I'eéMOI033a
npu H/Ib. Mbl BriepBbIC Ha NPAKTUKE Yy IALUEHTOB C
pasmuunbivu H/IB nokasanu ero ¢yHIaMeHTalbHYIO
OCHOBY JJIsl BO3HHMKHOBEHHMS M TEUYCHUS OOJIE3HHU.
VIMeHHO KIIOHAJBHBIA TEMOIIOd3 OTpeaensieT COOBITHS
WHHULHAIUA U IPOTrPECCUPOBAHUS MAaTOTEHETUYECKUX
MexanusmoB HJIb uenoBeka. BrepBrle HaydHO
000CHOBaHO TPEIIOJIIOKEHHE O TOM, 4YTO JTOT
YCTaHOBJIEHHBIN Hay4HbII (beHOMEH KT’
JEHCTBUTENBHO  SIBISIETCA  ONPENEISIOMMM U
CHCTEMOOOPa3yIOUINM MOJIEKYISIPHO-OHOIOTHUYECKUM
COOBITHEM, WHHULMHUPYIOMIUM HEUpoJereHepauue |
o0ecreynBaroIuM eé HpPOTPETUCHTHOCTb.
HecomHueHnHO 3Tu paboThl TPEOYIOT MacITaAOUPOBaHUS
u Oonpuielt BeIOOpkU OonbHBIX ¢ HJIB. B mponecce
JKU3HH 4YeJOBEKa M JKHUBOTHBIX WIJIH CTPECCOBOIO
BO3ACUCTBUSL  OKPYXAIOWIEH Cpeabl MPOUCXOAUT
HaKOIUICHHE TOCTaTOYHO Ooibmroro koimdectsa JICM
B JONTOKUBYMIMX KJIETOYHBIX CHUCTEMaxX M BO BCEX
cTBOJIOBBIX KjeTkax. Yacte stux JCM B Takux
JonroxuBymux kinerkax kak I'CK  Teopetnuecku
MOJKET CTAHOBUTCS ApaiBepHBIMH U IpaMaTHUECKUMHU
u npuBoauth K (QopmupoBanuto KI. B  kposu
dbopmupyercss  oauH  (MOHOKJIOHAJIBHOCTH)  HJIH
HECKOJBKO  JECATKOB  JIOMUHUPYIOIIUX  KJIOHOB
KPOBETBOPEHHUA  (OJIMTOKIOHAIBHOCTh),  KOTOPBIE
«BBIUTPBIBAIOT ~ COPEBHOBAHME)»  CPEOU  JIPYTHUX
CTBOJIOBBIX KpOBETBOpHBIX KieTok (Jaswal S.,2020).
OHM MOJTy4aroT NPHOPUTET B PENPOSYKIUU KIETOK
kpoeu B KM, perynaTopHsle U yOpaBisOLIUe
(yHKIMH, TaK KaK UX KJIETOYHBIH IMKI CTAHOBHUTCS
caMbIM OOJIBIIUM M CaMBIM MEIJIEHHBIM CPEIH IPYTHX
100 000 -200 000 wmomoB I'CK KM. IlocremeHHO
pacumpsisice B o0veme, motoMmkun I[CK n
TeMOTIOATHYECKHUX MIPE/IIECTBEHHUKOB
JOMUHHUPYIOUIETO KJIOHA (KJIOHOB) KpPOBETBOPEHUS
BBITECHSIIOT HMMMYyHOKommeTeHTHble kieTku (MKK)
JIPYTUX KJIOHOB BO BCEH LMPKYIUPYIOUIEH KPOBU M
TKaHSAX OpraHu3Ma 4YeioBeka u GpopmupyroT pu HAB
UX TMATOJIOTUYECKYH0 aKTUBHOCTh NPOTHB MUMMYHHBIX
KJIETOK HEpBHOM TKaHU Mo3ra (TJIMaNbHBIX KJIETOK,
aCTPOLIMTOB M MUKPOTJIHH). beIBaeT, 4To KOMMuecTBO
HKK nomunupytomero kioHa (konos) I'CK B o0mieit
HUPKYJIALUU KJIETOK KpoBH jocturaetr po 70%, a
uHorna no 90% mpm pasueix HJIb. Vmenno onu
HAaUYMHAIOT  TIOAJEPXKHUBATh HEHPOBOCHANCHHE B
HEpBHOW TKaHW TOJOBHOTO M CIMHHOTO MO3ra H
narorere3 H/Ib. Tloatomy, KJIOHAIBHBINA FEMOTI033 MBI
paccMaTpuBaeM Kak T€HOMHO-TIOCTT€HOMHOE
3a00JIcBaHHE COOCTBEHHBIX I'CK, TJIaBHBIN
(hyHIaMEeHTaIBHBINA MHULUHAPYIOMIUN mpouecc
(opmupoBaHus JTHONATOTeHe3a OOJIBIIMHCTBA
uMMyHoaccouuupoBanubix HJIB wu  oanHoit  u3
LHEHTPaIbHBIX  TEpaleBTUYECKUX  MOJEKYJISIpPHO-
OMONIOrMYEeCKNX  MHUIIEHEH B  MHHOBAI[MOHHBIX

ctparerusx JiedeHuss H/Ib. Bo3MoXHOCTh OJIOKHPOBKH
KJIOHAJIBHOTO T€MOI033a MOXKET CTAaTh TJIaBHOM LIETBIO
nedyeHus oonpmuuacTea HJB.

BaaropapHocru. ABTOpBI BBIPAKAIOT
6IarogapHOCTh CHEMUAINCTAM OTJENa MMMYHOJIOTHH
MPHI[ um .®. I[piba -®Oumuman OI'BY HMUI]
panuonorun Munszapasa Poccuu (r.O6HuHCK, Poccus)
3a moaroroBky mpodb I['CK kocTtHOro ™o3ra Ha
KJIETOYHOM cemaparope CliniMax™ a1
MOJTHOAK30MHOT0 cekBeHupoBaHus 22 000 reHOB u
aHanmu3a MyTaluil TeHOB KIOHAJIBHOCTU , a TaKXke
6naroaapsT COTpYAHUKOB T€HETHUECKOH J1abopaTopuu
HUN onoxmormn mm A.IlTeprena-¢pmwman OI'BY
HMMUII pamuonorun Munzapasa Poccun (r. Mockaa,
Poccus).

Kongaukt untepecoB. Kondmmkra mHTEpeco
HE CYILECTBYET.

HcciienoBanne BBINOJHEHHOE Ha YacTHBIE
¢unaHcoBble mnoxkepTBoBaHus AO  KnmHuyeckunit
rociutaib «HelpoBura» (r. Mocksa, Poccus).
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etmmGonbHble 3HO  efmBonbHble BAC(cpeaHee) — emimmHopmacp — emfgmmiVi:
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Pucynox 1. Ummynogpenomunuyeckuii npogune memopannvix anmueenog I’ CK ( CD34+ CD45-) y pazauunvix
OHKOJI02UYeCKUX OONbHBIX , OOIbHBIX € HeUPOOe2eHepaAMUBHbIMU O0Ie3HAMU, OOHOpamu u oociedyemvim M-gvim
B.U

exgmn60/1bHble 3HO  esffm60/bHble BAC(CcpegHee)  emimmHopmacp — esfpmeA Anb KuHam
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Pucynok 2. Ummynogpenomunuyecxuil npoguns memopanuvix anmueenog I CK ( CD34+ CD45+) y pazauunbix
OHKOJIO2UYECKUX OONIbHBIX, DOILHBIX C HElPOOe2eHepamurblMu boaesHamu u doHopamu u oociedyemvim A.Ano
K-u,35 nem
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[eHbl MpovueHThI
MpoueHTbI

AKT1 16,5

ASXL1 14,67

CBL 183

JAK2 156 |

PTEN 11

PTEN 0,9

TET2 9,2 ‘

P53 11

DNMT3A 1,8

DNMT36 2,75

DNMT1 0,9

= AKT1 = ASXL1 = CBL JAK2 = PTEN = PTEN

m TET2 = TP53 = DNMT3A = DNMT36 = DNMT1

Pucynok 3. Jlons pacnpocmparnennvix mymayutl KiohaieHo2o 2emonodsa (KI') y 10 nayuenmos ¢ 60k06bim
aAMUOMpOpUUECKUM CKIEPO30M Y KOMOPBIX MOJICHO UOeHmuguyuposams opaiisephvie cetvl. OHu 6apbupyomcs
OM UCCNIe008ANUS K UCCIEO08AHUIO, HO YKA3AHbL 00UUe NPONOPYUU.

@mgum50/1bHbIe 3HO  esfflmGonbHble BAC(cpeatee) emimmHopmacp — esfies'yrjlivH E.B
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Pucynox 4. Ummynogpenomunuuecxuii npogune memopannvix anmueenos I'CK ( CD34+ CD45+) y pasnuunvix
OHKOJIO2UYECKUX OONbHBIX, DOLHBIX C HEelPOOe2eHepamueHblMu boaesHamu u doHopamu u oociedyemvim Yyn-
unvim E.B. |, 37 nem ¢ pacceannvim ckiepo3om
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Pucynox 5. [Jona pacnpocmparnennvix mymayutl KioHaieHozo cemonodsza (CH) y noocunvix arodeil u cmapukos, y
KOMOPbIX MOACHO UdeHmuguyuposams opaiigep. OHuU 8apbupyiomcs om uccie008anus K uccied08aHuio, Ho
ykazanwl obwue nponopyuu (yum. no G.A. Challen and M.A. Goodell,2020)
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AMBYJIATOPHOE JIEYEHUE TPO®NYECKHUX S13B CTOIIBI TP CAXAPHOM JIUABETE
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OUTPATIENT TREATMENT OF TROPHIC FOOT ULCERS IN DIABETES MELLITUS

B.Yu. Cheburakov

SBHI "City Clinic No. 8 of the City of Krasnodar" of the

Ministry of Health of the Russian Federation,
Russia, 350077, st. 3rd Tselinogradskaya, building 1

AHHOTADUSA
PaccmaTpuBaeTcs 3amada IUAarHOCTHUKH M JICUCHHS TPO(HUIECKHX S3B CTOIBI MPU caxapHOM amadere B
aMOyJTaTOPHBIX YCJIOBHSX. PacCMOTpEHbI M NMpOaHAIM3UPOBAHbI JOCTYIHBIE B MOJMKIMHUKE THATHOCTHYECKHE
BO3MOXKHOCTH IIpH 1uaberndeckoii crone. [Ipeyaraetcsi KOMIUIEKCHBII METO JICYSHUS TPOPHUIECKUX SI3B CTOIIBI
npu caxapHoM auabere. OnpeneneHbl CPOKM TepamuM KaXKABIM KOMIOHEHTOM. OIMCAaHHBIH B CTaTbeé METOA
JIeYeHUs TPOPUUIECKUX S3B CTOIIBI [IPU CaXxapHOM JauadeTe MOXKET OBbITh M0JIe3eH KaK BpayaM MOJIUKIMHHYECKOTO
3BeHa, TaK M BpayaM cTauuoHapoB. [IpoBeaeH aHanmM3 OTHAJCHHBIX IOCIEACTBUIN IpPEIIOKEHHOIO Kypca

JUArHOCTUKHU U JICUCHUA.

ABSTRACT

The problem of diagnosing and treating trophic foot ulcers in diabetes mellitus on an outpatient basis is
considered. The diagnostic options available in the clinic for diabetic foot are reviewed and analyzed. A
comprehensive method for the treatment of trophic foot ulcers in diabetes mellitus is proposed. The duration of
therapy for each component has been determined. The method of treating trophic foot ulcers in diabetes mellitus
described in the article can be useful for both outpatient doctors and hospital doctors. An analysis of the long-term
consequences of the proposed course of diagnosis and treatment was carried out.

KiroueBble ciioBa: 1uabeTudeckas cTomna, TpoOQpUUISCKHe 3B, CaXapHbIi JHa0eT, AMarHOCTHKA, JICUCHHUE.

Keywords: diabetic foot, trophic ulcers, diabetes mellitus, diagnosis, treatment.

Caxapunbriit nuabet (CJ]) cTolKO 3aHUMAET TpeThe
MECTO IO YacTOTE BCTPEUAEMOCTH CPEIU HACEJICHUS
3eMHOTO IIapa TIOCNie CePIeYHO-COCYAUCTHIX U
OHKOJIOTHYECKHX 3a00JI€BaHUN U UMEET TeHICHIUIO K
yaBoeHuto kaxple 10—15 ner [8]. 3aTpaTel Ha IeueHne
OCIIOXKHEHHH caXapHOTro ama0era IpeBajupylT B
001Ielt CTOMMOCTH JICYCHUS.

Cunznpom muabetmdyeckoit cromsl (C) mopaxaer
okono 8-10% or oOmero 4Yucna MAUMEHTOB
cTpajaronx caxapHeiM auaberom. C yderom Ooiee
Mo37Hero Hauyaja 3aboneBanusi, cuaapom JIC B 10 pa3
qamie pa3BuBaeTca y jiui npu 2 tune CJl u Hepenako
oTMeuaeTcs yxe B nebtore Oonesnu. Ilo meHbmei
Mmepe y 47% OOoNIBbHBIX JIedeHne HaYMHAETCS TO3Hee
BO3MOXHOTO, a CIEACTBUEM OTOr0  SIBIISIOTCS
aMITyTallMd HWKHUX KoHeyHoctedl (AHH), nammume
KOTOPBIX ~acCOLMUpYETCst ¢ Oojiee  arpecCHBHBIM
teueHuem CJI, 9TO yBeTMYHMBaET CMEPTHOCTH OOJBHBIX
B 2 pa3a W TOBBIIACT NaTbHEHIIYIO CTOUMOCTH
JiedeHust U peadmnTannu 0oJIbHBIX B 3 pasa. B 85 %
ciygaeB JIC mpencTraBieHa s3BaMH CTON  Pa3HOM
TsDkecTH, 10 47% rocnutanuzanuii 00abHbIX CJ]
CBSI3aHO C TIOPKEHUSIMU CTOIIHI [6, 7].

3HAYNTEIBHYI0  JONI0O  CpPeAd  MAIMEeHTOB
caxapHBIM JHa0eTOM BTOPOTO THIIA COCTABIISIOT JIFOIH
MOXXUJIOTO ~ BO3pacTa. 3HAUMTEIbHOE  CHIDKEHHUE

Kaye€CTBa KU3HHU IIOXKHUJIIBIX 60J'H:HI:IX, TsDKEJICHIIITe
OCJIOJKHCHUS, CBA3AHHBIC C MNOPAKECHHUEM CEPACHHO-
COCYHI/ICTOﬁ u HCpBHOﬁ CUCTEM, PaHHAA
HHBaJuau3ald W BbICOKasAs CMCPTHOCTb TpeGleT

JaTbHEHIIIero COBEPILIEHCTBOBAHUS
amMOyIaTOPHOIONUKIMHUYECKOH momMont [5].

OOmue mnpsMble MEAWIMHCKWE 3aTparhl Ha
nedyenue CJZI2, ero OCIIOKHEHUH M CONMYTCTBYIOLIMX
3a0osieBanuii Ha 1 manuenra B rojg cocraswm 105 337
py0. ($2742), npsimple HEMEAUIMHCKHE 3aTpaThl — 24
518 py6. ($638), a Henpsimbie 3atpatsl — 149 754 py6.
($3898). O6mas cronmocts jeueans C/12 B PO 8 2014
r. cocraBuna 279 609 py6. ($7278) Ha 1 maumenra B
ron. bompmyro dacte 3arpat (53,5%) cocraBusior
notepu BHyTpeHHero BamoBoro mpoaykra (BBII)
BCIJIEJICTBHE HETPYI0CIOCOOHOCTH MaIMeHTOB.
[IpsiMble MeAUIIMHCKIE 3aTPaThl COCTABIAIOT 37,7% oOT
obme croumoctd Gone3HH, W3 KOTOPBIX 57%
NpPUXOJAUTCA Ha JiedeHue ocnoxHeHud CJ u
COIYTCTBYIOIIMX 3a00JIeBaHWI, TOTAAa Kak Ha JOJIO
caxapocHuxaromueil repanun — Bcero 10%/[9].

B eBpomeiickux cTpaHax JAoNsi  PacXoJOB
Ha CTallMOHApHOE JICUCHHE B CTPYKTYpe MPSIMBIX
MEIUIMHCKUX 3aTpaT HECKOJIbKO MeHbllIe, 4eM B PD, u
cocraBmter ot 40 10 57% [10, 11], B CIIA -
43% [12], B Uzpaune — 56% [13]. [ToaToMy MbI BUAUM
HEOOXOIMMOCTh B HACTOSIIEE BpEeMs MEepeHEeCTH
JedeHne TPOPHUUECKUX 3B CTONBI y MAIMEHTOB C
caxapHBIM a0eToM B aMOyIaTOPHBIN pexXuM, YTOOBI
CHM3UTb OSKOHOMHYECKHE 3aTpaThl Ha BEICHUE
MAIMEHTOB C CaXapHBIM JHa0eTOM

D¢ PeKTUBHOCTh peablwIMTaliK TAalUEeHTOB C
IMabeTHYeCcKO MonuHeHponaTneii B aMOyIaTOPHBIX
yCIOBUSIX HauOoyiee BBIpakeHa depe3 3 mMecsla M
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cocTaBiseT okoto 75%. [t IIMTenbHOTO COXpaHeHHs
MOJIOKUTEIBHOTO  d3Pdexkta ©u  IpOoPHITAKTHKU
TMa0eTHYECKONW CTOIBI PEKOMEHIOBAHBI ITOBTOPHBIC
KypCHI 4epe3 6 mecsies [4].

Koppekmust  cunaeHagminoM — crnocoOCTBOBana
JIOCTOBEPHOMY TIOBBIIICHHIO YPOBHS pPErHOHAPHOTO
KPOBOTOKA B MIIEMU3UPOBAHHON MBIILIIE F'OJIEHH KPBIC.
Bbeuto  mokazaHo  Qapmakosiornyeckas KOPPEKLUs
WIIEMHUU CKEJIETHOW MBIIIIBI CHIIEeHA(QWIOM, B TOM
yuciie mnpu  AeUIMTE OKCHAAa a3oTa 3a CueT
CTUMYJISIIUU HeoaHTHorexnesa [1].

[lpuema cungeHaduna BBI3BIBACT AHIOTEIHMH-
3aBHCHMBIM Ba30IMIATHPYIOMUM dhdext. MexaHum
neiictBus  cuigeHadmia  OCHOBaH Ha  Olokane
THUIPONIH3a IUKIMYECKOTO TyaHO3WHMOHOdoOChara
(uI'M®), B pesymprate uero kouueHTparms nl MO
pacter U nmpoucxoguT aktusanus ul Md-3aBucumoit
MIPOTCHHKUHA3BI c TOCIIETYFOITIM
dbochopuirpoBaHueM ~ HOHHBIX  KaHanmoB.  Kak
CIIC/ICTBHE, CHIDKAETCS KOHLEHTpalMs KaJblHsi B
T1aIKOMBIIIICYHBIX COCYIUCTBIX KJICTKaXx, 4qTOo
NPUBOAUT K uX penakcauuu. Marudutopsr ®A3-5
CHOCOOCTBYIOT ~ Pa3BUTHIO  Ba3oJWIATallUd  TIOA
JIEHCTBHUEM PHIIOTEHHOTO oKcHa a30Ta (NO), KOTOpBIi
BBIJICIIACTCS u3 HEPBHBIX OKOHYaHUI u
SHIOTETHAIBHBIX KIETOK, CTUMYIUpYs cuHTe3 nl MD
c TTOMOIIIBI0 (epmenTa TyaHIIATIHAKIIA3HL.
Paccabnenre riaqKOMBIIIEYHBIX KIIETOK IPUBOIUT K
pacIIpeHnro apTepui, 49TO obecrieunBaeT
HEOOXOUMBIH IPUTOK apTePHANBLHOI KPOBH K TKAHSIM.
[To wccnenoBaHWAM MOCIEAHUX JIET IIpenapaThl
JTAHHO¥ TPYIIbI MyTeM BIHMSHUS Ha METaOOINYEeCKUN
NyTh OKCHJAa a30Ta OKa3blBAIOT  BBIPAXKCHHbII
9HIOTETHONPOTEKTUBHBIN addexr, CHOCOOHBI
aKTUBHPOBATh NpoTenHKkHHA3y G u AT®- 3aBucumbIe
KaJIueBbIC KaHANBI[2].

Koppekmmst  cuMBacTathHa W yAeHadwia
CIOocOOCTBOBaIA TOCTOBEPHOMY TIOBBIIICHHAIO YPOBHS
PETHOHAPHOTO KPOBOTOKAa B  HIICMH3HPOBAHHOU
MBIIIIIE TOJICHH 33 CUET CTHUMYJIALIUN HEOaHTHOTeHe3a
[3].

Hannuue Ttpoduueckolr A3BBI HAa CTONE TIpU
caxapHoM auabete, 0ocoOOEHHO B OoCcTpyo ¢a3zy, Korja
NPUCYTCTBYET TeMmIlepaTypa u ocTtpas 0Ooinb B
MOpaXXEeHHO KOHEYHOCTH, HEOOX0ANMO B
aMOyJIaTOPHBIX YCIIOBHSIX HE3aMEIIUTEIbHOE Hayallo
KOMILUICKCHOH Teparuy U IMapauieJIbHOE BBHITIOJHEHUE
JIMarHOCTHYECKOTO HMCCIIEIOBAHHE COCTOSHHS HYDKHUX
KOHEYHOCTEeH. Bpau noimkeH exenHEBHO J(Ba pas3a B
JIeHb HaOJIoNaTh TaKUX MAlMEHTOB, T.K. OCOOCHHO B
NepBbIe JHU JIEYEHHs, BBICOK PHUCK HEOOXOAMMOK
TOCTIMTAIIN3aLUH B XUPYPTUUECKOE OT/IEJICHHUE.

Hwmxe IPEACTABIICHBI OCHOBHBIC METOAbI
JUArHoCTUKU W JICUCHHA A3B CTOIIBI Y MAIMCHTOB C
caxapHbIM JTUabeToM.

JAmnarnocruka:

OCMOTp  COCTOSIHHMS ~ NOPaKEHHOW  HIDKHEH
KOHEYHOCTH, IyJIbCallus HAa apTepHUAX HOT, pPa3Mepbl
SI3BEHHOM TIOBEPXHOCTH, BBIPaXCHHOCTD
BOCHAJIMTENBHBIX SBICHUH, poTOHKCANS COCTOSHUS
H/KOHEYHOCTH.

Homnmieporpadust MOPTaTHBHBIME amIapaTaMy -
BecnpoBonHoit ckanep Wi-Fi, ynpTpa3sBykoBoii 30H1,

[BETHOW JMHEHHBIM BeITyKIbId 192E Jomep ¢
noanepxkoit ISO Andriod Windows.

Jomteporpadus BBIONHSAETCS TPH  TEPBOM
ocMOTp, 3areM | pa3 B HEHENO A0 TIIOJHOTO
3)KUBJICHHUS SI3BBI, TIOCJIE ATOTO NPH TUHAMHYIECKOM
HabmoxeHnu 1 pa3 B 4 mecsma

Tepmorpaduss - HHdpakpacHbIii TEmIOBU30D
UNI-T UTI260B UTI260A, dotorpaduaeckuii
MMOPTATUBHBIN TEIUIOBHU30D, HH(ppaKpaCHBIN
TepMOMETD, paspeuieHue 256x192

Tepmorpadust  BeImonHseTCS ¢ (QuKcanuei
CHUMKOB M BBINOJIHAETCA IepBble CeMb JHell
€XEIHEeBHO, 3aTeM 7 pa3 uepe3 peHb. Ilocie
3OKUBICHUS  TPOQUUECKUH  SI3B  H/KOHEYHOCTH
TepoMorpadus BEITONHAETCS | pa3 B 2 MecsnBa

DneKTpoHeHpoMHOT padus - aHAIN3aToP
aneKTpoHepomuorpadraecknit «CHHATICHC)»

OHMI BeimonHsercs yepe3 3 AHA MOCIE Havaua
JeyeHus U 3ateM | pa3 B 3 Hemenu 10 3aKUBICHUS
SI3BBI, IIOCJIE TOTO MPH JTUHAMHYECKOM HaOJIONECHUU
OHMI #/k BbINOJHSIETCS 1 pa3 B 6 MeCsIIIEB.

Jleyenne:

AHTHOaKTepHaIbHASL u MOTUBOTPHOKOBAs
Tepamnusa. Hamu ncnonp3yeTcs cienyronias cxeMa:

- AHTHONOTHKN AMOKcHKIaB 875+125 mo 1 Tadm.
yTpoM U BeuepoM 10 nueit

- IIporuBorpuoxoBeie dykonazon mo 150 mr 1
pa3 B cyTkH 8 nHel, 3ateM no 150 mr 1 pa3 B Tpu nHA
30 gaeit wn Tepobunadua o 250 mr mo 1 Tabi. B 1eHB
1 mecsiig

HeiliporporexTopsl (AHTHOKCHUJAHTBHI)
TuokroBas kucimora mo 600 mMr mo 1 Tabn. B JaeHB
HIOCTOSIHHO 0e€3 TepephiBa BO BPEMsI BCEro BPEMEHH
HaOJIroIeHNSL.

CaxapocHmKaromas Tepanus A MOANepXKaHUA
TIIMKEMUN Ha HeoOxomuMmoM ypoBHe (MHCYmUHEL,
[ICIIC) o TpaAUIIHOHHBIM CXEMaM.

Crarunbl — AtopBactatul B Jo3e 40 — 80 mr B
CYTKH IIOCTOSIHHO 0€3 TepepbiBa BO BpEMS BCETO
BPEMCHHU HAOIIOICHHS.

BazoaktuBHbIe mpemapaTel. MBI HCIOIB3yeM
Cunbaenadui mo 50 mr 3 pasa B ieHb 01 KOHTPOJIEM
Al. Tlpu npueme CunpaeHaduia BO3MOXKHO
cHmkeHne AJl, mo3ToMy TIpH HEOOXOIUMOCTH
CHIDKCHHME JI03Bl JPYTUX THUIEPTEH3MBHBIX CPEJICTB.
Mpr npumensiin Cunbaenadui B 1o3e S0 mr 3 pasa B
JeHb IuTenbHO ( 60 — 90 mHei) y My KYUH U )KSHIIUH
B Bo3pacte oT 50 no 85 sjer. 3HAYMMBIX TOOOYHBIX
3¢ pexToB oTMedeHO He Obl10. OTMEUYEHO CHIDKEHHE
AJl ¥ He 3HAYHTENBEHBIC TOJIOBHBIE OOITH.

Jns  ocnmabnennst 00JIEBOrO  CHHIpPOMAa MBI
npuMeHsuin Menokcukam 1o 15 mr 1 pa3 B geHs nocine
enpl. Cpok nedenus 20 qHEH.

AmnTHarperantsl — Knonugorpen o 75 mr 1 pa3 B
JICHb TTOCTOSTHHO

Hopmanuzamust aprepuanbHOro maBleHHS (C
Y4eTOM KOMITJIEKCHOTO MpuMeHeHus CunpaeHadpmia u
AHTUTUIIEPTEH3UBHBIX CPEJACTB), CHIDKCHUS YPOBHS
MOYEBOIl KHCIOTHI (IIPU HEOOXOAMMOCTH), JICUCHHE
XCH (mpu HeobxoammocTH). JleyeHne BapHKO3HOTO
paciiupeHus BEH H/KOHEYHOCTH JO 3aKHUBICHUS
TPOPUIECKUX 3B H/KOHEYHOCTH MBI HE IIPOBOJIUM.



Hanmonanenas accoumanus yuenoix (HAY) # 94, 2023

41

AHTUKOArylIssHTBI — HE OOXOANMO OTMEHHTh
Pusapoxcaban 1 AnukcabaH, T.K. HAMA OTMEUYEHO, YTO
Ipyu INpUMEHEHMHM mpenapatoB rpynnel BO1AF
[Ipsimple WHrHOUTOPHI (akTopa Xa HE MPOUCXOAUT
3KUBJICHHE TPOPHUUECKUX S3BEHHBIX  JEPEKTOB
H/KOHEYHOCTEH. MexaHnu3sm  3TOro  JAEUCTBUSA
HYXXJaeTcsi B JIONOJHHUTENBHBIX HCCIICAOBAHUIX.
BiusHMe JApyrux aHTHKOAryJIissHTOB Ha  IPOLECC
32)KMBJICHUS SI3B H/KOHEYHOCTEH, T.K. HYXIAeTcsl B
uccienoBannd. Ho ¢ yderoM OTpHUIATENBHOTO
BIIMSTHUSL Ha MTPOIIECC 3a)KUBJICHHS IPENapaToB IPYIIIHI
[psamble  uHrHOMTOpPH!  (akTopa Xa, MBI HE
HCTIONIb30BAJIN B NPOIIECCE JICUCHHS TPOPHUIECKUX SI3B
H/KOHEYHOCTEH aHTUKOAKYJISTHTBI IPYTHX TPYIII, TAKHAE
kak Bapdapun, 'enapun u T.1.

MecTtHoe NedeHue 3B H/KOHeYHOCTH. Hamu ObLt
pa3paboran u IPUMEHSIICS I'manmypoHOBBII
3aKUBITOMUA  Temb ¢ JdumekcuaoMm  (50%-Hbrit
BOJHBII pacTBOp ITUMETHICYNb(pOKcHIa, 5% pacTBop
THAyPOHOBOW KHCJIOTHI, KOJUIAr€H T'HAPOJIN30BaHHBIN
(nmentun) — 15 %, Buramun C(ackopOUHOBast KUCIIOTA)
—2,13 %,, Kosuzum Q10 (youxunon) — 1 %, B3ATHIX B
OTIpe/IeNIEHHBIX COOTHOIICHUSX).

B mpomnecce se4eHus MAalMEHTOB ¢ MPUMEHECHHEM
Pa3IMYHBIX Ma3eBBIX COCTABOB HaMH OBLIO OTMEYEHO
WM OTPHLIATEIBHOE BIUSHNC HA MIPOIECC 3aKUBIICHUS
TpodudIecKkoi s3BBI H/KOHEYHOCTH WJIH OTCYTCTBHE
TMIOJIO’KUTEIEHOTO sddekra, MIO3TOMY MBI
PEKOMEHAYEM ISl HCTIONb30BaHMS I'eJIeBBIH cocTaB 0e3
y4acTHsI Ma3€BOW OCHOBBI - TIUIEPUH U T.1.).

Mpl fgenanu marueHTa 00s3arenbHO 2 pasa B
CYTKH KomIpecc ¢ ['MalmypOHOBBIM 3aXKHBIISIOIINM
rejeM: Ha S3BEHHYIO [OBEPXHOCTh HaHOCHUTHCS
I'manmypOHOBBIN 3aKUBIAIOLIUI Tellb, 3aTEM CBEPXY
HaHocwiach CTpedd IUIeHKa Mpo3padHas , YTOOBI
32KMBISIIOIIMNA  Tellb HAaXOMWICS Ha  S3BEHHOH
noBepxHoctd. CTpeu  mieHka  QuKcHpoBanach
CTEpPWIbHBIM OMHTOM M TIAIIMEHT COXPAaHSI BO BPEeMs
JICYCHUS BO3MOXKHOCTb CaMOCTOSATEIILHOTO
nepemerenns. Kommpecc o0s3aTebHO HaHOCHIICS 2
pasa B CYTKM JIO TIIOJHOTO 3aKpBITHS  SI3BBI
H/KOHEYHOCTH. DTO BpEMsl COCTABIISLIO OT 3-X HeJelb
JI0 2 MECSIIEB.

IMpu  3HauuTenpHBIX  AedeKTax  SI3BEHHOM
MOBEPXHOCTH («MHHYC TKaHb»), OCOOCHHO TIOX
MajbllaMM, MEXIy MNalbllaMH, IIOCIe BCKPBITHS

(h1erMoH Ha 1o IOIIBEHHO ITOBEPXHOCTH CTOIIBI, Yepe3
2 [HA 1OcIIe Havyaula JIeUeHHs Ha IOBEPXHOCTD SI3BBI MBI
HaHocwm Anbda Ilmanoakpuiossiii kieit. Ilocne
HAHECEHUS KJes Mbl CKHMAIU «MHUHYC-IEPEKT» M
oxugamn  Qukcanmio kiues 30-60 cekynxm), 3arem
CBEpXY HaHOCWJCA 3aXUBIAIOMMNA [ 'HamypoHOBBII
rens. [IneHKa Kiies cCaMOCTOSITEIHHO OTTOPraercs ¢
MOBEPXHOCTH $3BBI uepe3 12-48 bacoB BO BpeMms
MEepPEeBSA3KH, HO IMPHU 3TOM IPOHUCXOAWT ITOCTEICHHOE
YMEHBILIECHUE SI3BEHHOM IOBEpXHOCTH. Bo BpeMs Takoi
TIePEeBA3KH MBI BHOBB HaHOCHIIH Anbpa
I{naHoaKkpUIOBBIN KIIEH.

B npomecce MmecTHOW 00pabOTKM  sSI3BEHHOM
MOBEPXHOCTH H/KOHYHOCTH C ITIEPBOTO IIpHEMa M 10
MNOJTHOTO  3aKUBJIIEHUSI MBI  HE  HUCIOJB3YeT
anTHcenTHueckue pactopsl (Momomupon, Hosuon-
ox, XmoprekcuauH WT.A.), T.K. 1O HAIIUM

HaOJII0ICHUEM NpUMEHEHHE AQHTHUCENITHYECKIX
PAcTBOPOB 3aMEUIICT 3a)XKUBJICHHE TPOQUUECKUX 53B
H/KOHEYHOCTH W IPUMEHEHHE KOMIPECCOB €
I'manypoHOBEIM TenieM Oosiee d3PPEKTHBHO.

MpI Takke HaOJrOAa M TOJOXKHUTENBHBIN 3 dekT
OpH  JICYCHHH BBINIE NPHBEACHHON CXEMBl IpU
OCJIO)KHEHUH TPO(MUUECKOH $I3BBI  OCTEOMHUEIUTOM
KOCTEH MasblieB CTOIBI WJIM OCTEOMHEINTOM KOCTEH
CTONBI, TOJNBKO TP OTOM YBEIUYUBAETCS BpPEMs
32)KHMBJICHUS 710 3-X MECSIIEB.

B xozme rnedeHus ManueHTOB C TPOPHUECKUMHU

S3BaMHM  CTOIIBI  HaMM  IPHUMEHsUIach  JIa3epHOe
o0ydeHme pa3InIHON HHTCHCUBHOCTBIO M PA3IMIHON
YaCTOTOH  W3JydeHWs, OAHAKO  3HAYNTEIHHBIX

TepaneBTHYECKUX 3(PPEKTOB MPH 3TOM HE IMOIYUYCHO.
MbI cunTaeM He I11e7IecOO00pa3sHBIM HCIIOIb30BAaHHEM
JTa3epHOW Tepanmuu B KOMIUIEKCHOM JICUCHHHU SI3B
H/KOHEYHOCTH TIPH caxapHOM Juabere.

Jst  nedenust OONBHBIX C  JHAOETHYECKOM
HelipoocTeoapTponatiuu B Buae cromsl Illapko (mpu
OTCYTCTBUM TPOQHUUECKHX $3B Ha CTOIE) MBI
UCTIOJIB3YeM Kypc HHBEKIMH OTokcuckiepona 3%.
bonbHbIM npeaABapUTCIbHO MPOBOAAT KypC JICUCHUA
aHTUOAKTEPHANbHBIMH M TPOTHBOTPHOKOBBIMH
npenaparamMu (AMOKcHKIaB 1 DIIyKOHO30.1) B TCUCHUHT

2-3 He#menb 10 TIOMHOTO CHSTHUS  BO3MOXHBIX
nHpeKunoHHbIX  sBIeHME Ha crtome  Illapko.
Coxpansronquiicss  0omeBoit  cuHApoM (32 CUET
nedopmanum CTOTIBI, TOJIMHEHpOnaTuH u
HEUpOoOCTe0apTpOaTUu HE SIBJISIETCS
NPOTUBOIOKA3aHUEM OIS NpPOBEeNEHHs  Kypca

UHBbEKIUN OTokcuckiepona 3%. B momomBeHHyIO
MOBEPXHOCTh CTONBI C JIATEpaJbHOW CTOPOHBI B
TTyOMHY MBIIII] CTOIBI (MBIIIA OTBOASAIIAS MHU3HHELI,
JaTtepajgbHas 4YacThb KOPOTKOTO crubaTens MajiblLes,
KBaj[paTHast MBIIIIIA TOJIOIIBEI) BBOJUTHCS 3% pacTBOp
Orokcuckuepona no 0,2 — 0,3 Ma B OJHY TOUKY
BBEeIEHUA W CyMMapHO 2,0 MJI Ha JE€Hb HWHBEKLHU.
Uepes geHb NOBTOPSIOT KypC HHBEKIMH /10 TIOTyYCHUS
HEoOX0ANMOH (POPMBI CTOIIBI (OAHATHE ITPOIOIBHBIX
W TIONIEPEYHOTO  CBOJOB  CTOIBI,  YCTPaHEHUS
MOIEPEYHOT0 IUIOCKOCTOMHS, yCTpaHEHHs O0JeBOro
cuHIpoMa B nojomise). Ha kypc neuenus Tpedyercs oT
6 no 10 mun 3% DTtokcuckiepona. B nanpHelimem
TMOBTOPHBIH KypC OTOKCUCKJIEpOJIa MOXET OBbITh
npoBeeHO yepe3 6 — 12 mecsmeB, HO OOBIYHO
TIOBTOPHBIN Kypc He TpeOyeTcs.

Bpems nepeBsizku OHOrO MALUEHTa COCTABISET
20 — 30 wmwunyt. IlepeBsizka MOpPaXEHHOW CTOIIBI
BBITNOJIHSETCS [1BA pa3a B I€Hb €KEJAHEBHO JIO0 MOTHOTO
3QKUBJICHUS. 3B M BBIIOJHSETCA BpadoM, T.K.
HEOOXOANM TOCTOSIHHBI KOHTPOJb COCTOSIHHE S3BbI
JUISL BO3MOYXHOUM Koppekiuu jedeHusi. To ectb Bpad B
aMOyJIaTOPHBIX YCJIOBUSIX MOXeT BectH 8 — 12
MAIieHTOB B JICHP W HEOOXOAMMO YYHTHIBATh
HEOO0XOIUMOCTh BBITIOTHEHUS MIEPEBA30K B BBIXOTHBIC
JIHU.

B amOymaTOpHBIX YCIIOBHSIX MOTYT TaKke
BO3HUKHYTh CJI0’)KHOCTU C ABYKPATHBIM €XEIHEBHBIM
¢uKcanyell mpuemMa nanMeHTa B cucreme ydera APM
Bpay, KOTOPOH MOJIb3YyeTCsl Halla MOIMKIMHMKA, T.K.
JEHUCTBYIOIasl ceiiyac HOpMa OTpaKeHUsI BpaueOHOTo
mpuemMa u omIatel 3a cder cpeacte OMC He


https://www.rlsnet.ru/active-substance/rivaroksaban-2936
https://www.rlsnet.ru/drugs/apiksaban-89214
https://www.rlsnet.ru/active-substance/povidon-iod-280
https://www.rlsnet.ru/active-substance/povidon-iod-280

42

Hanunonanbnas accoumanust yuensix (HAY) # 94, 2023

NPeIyCMAaTpUBAET BO3MOXKHOCTh NPHEMA  OIHOTO
MaIeHTa, ¢ CHHIPOMOM THabeTHIeCKOU CTOIbI, 10 60
pa3 B TEUEHHH OJHOTO KalleHIapHOro Mecsna. imeHHO
JEYEHNE TAKOM WMHTCHCHBHOCTH HEOOXOAMMO Ui
MOJTHOTO  32)KMBJIEHUA TPOPHUUECKUX $3B  CTOIIBI,
NPENOTBPAIICHUS  aMITyTallud  H/KOHEYHOCTEH U
BBIXO/Ia HAa  WHBAJIMIHOCTb, YTOOBI  M30€XKaTh
CYIIECTBEHHO 0oJiee BBICOKUX 3KOHOMHYECKUX 3aTpaT
Ha MalUeHTa Ha €ro BEACHUE IOCle aMIyTaluu
H/KOHEYHOCTH.

Bce manmentsl ¢ Cunnpomom JlmaGeruueckoit
CTONbI, KOTOPBIX MBI  HaOmojaeM, MOMHMO
CaxapOCHWIKAIOUIEH Tepanuy, Ha MOCTOSIHHOM OCHOBE
MPUHUMAIOT THOKTOBYIO KHUCIIOTHI B 03¢ 600 Mr 1 pa3
B aeHb, Knommporpen mo 75 mr 1 pa3 B neHs,
AropBactatut B no3e 40 — 80 Mr B CyTKH BO BpeMs
BCETO BPEMEHHU HAONIOICHHS.

Y Bcex HaOmoJaeMbBIX HaMHM MAalUCHTOB B
TEYEHUH OT 3-X HENENb J0 2 MECSEeB MPOUCXOAUIIO0
MOJTHOE 3Q)KUBJICHHUE TPOPHUCCKUX 3B H/KOHCUHOCTH.
MakcumanbHbBIil CpPOK [0 TMOJIHOTO 3aKUBJICHUS
S3BEHHBIX MOBEPXHOCTEH H/KOHEYHOCTEH ObUT B
MyX4MHBl 87 neT. /lng MOJHOrO 3aKMBJICHHS 3B
CTombl y Hero mnoTrpeboBamock 3 Mecsma. B
JanbHEHIeM Mbl HaOMIoZaeM JTOTO TAlMEHTa B
TE€4EHUH 6 MeCALEB — OH CaMOCTOSTEIBHO aKTUBHO
nepeMernaercss 6e3 TpocTHm M 0e3 OpTOoNeIUYecKOM
00yBH, pelyIIBa 3B CTOIBI HE HAOIIOAaeTCA.

Mpbl BBINONIHSIEM JUHAMHYECKOe HaOII0eHUE
nanueHToB ¢ Cunapomom JluaGetmdeckoir CTorbl
MOCJIE  3aKUBJICHHS TPOMUYECKON SI3BBI  HIKHEH
KOHEYHOCTH OAMH pa3 B 2 Mecslla IOCTOSHHO, C
MIPOBEIEHNEM HEOOXOIUMBIX HCCIIETOBAHHH.

PermauBel TpodrUeCKUX SI3B H/KOHEYHOCTH HPHU
IUHAMHAYECKOM HAOIIOAECHUHN B TeUeHNH 6-12 MecAreB
He HaOyoxannuchk. B HacTosimee BpeMst Mbl TPOBOANM
JlaNbHElIIee HeclleJ0BaHMe.
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AHHOTAIUA

Ceronns B Poccuiickoit @enepanni akTHBHOE IPAMEHEHIE ITPH BO3BEICHUN HOBBIX M PEKOHCTPYKITHH YKe
CYIICCTBYIOIINX 3JaHUN HAaXOIIT CHUCTEMBI HAaBECHBIX BEHTWIHPYEeMBIX (acamoB. OOHaKo, KaK ITOKa3bIBacT
CTpOWTENbHAS MPaKTHUKA MPUCYTCTBUE HA PHIHKE MO-TIPEKHEMY OOJIBIIOT0 KOJUYECTBA HEe CepTU(UIIPOBAHHBIX
MaTepHajioB, IPUMEHIEMBIX, B TOM YHCJIC U B TEXHOJIOTHH HABECHBIX BEHTHIMPYEMBIX (acaoB, CYIIECTBCHHBIM
00pa3oM BIIUSIET Ha MOXKapHYIO 0E30IacHOCTh JAHHBIX CHCTeM. B JaHHOIl cTaThe 00OCHOBaHA aKTYalIbHOCTh
3aTparuBaeMbIX BompocoB. Ha mpuMepax pe3oHAaHCHBIX I0XKapoB IPOWJUIIOCTPUPOBAHBI OIHU U3
pa3pyIIUTENbHBIX U ONACHBIX ()aKTOPOB BIMSIOMIMX HA MOXAPHYIO 0E301MacHOCTh HAPY)KHBIX OTPAXKIAIOMINX

KOHCTpYKLIMH 31aHusA. PacCcMOTpeHbl M IPOAaHAIM3UPOBAaHbl IPUYMHBI BO3HUKHOBEHUS IIOXKapa W
pacnpocTpaHeHHs IUIAMEHH 10 IOBEPXHOCTH B 3/IaHUSX C HABECHBIMHU BEHTWJIMPYEMBbIMU (hacagamu.
ABSTRACT

Today in the Russian Federation the systems of hinged ventilated facades are actively used in the
construction of new and reconstruction of existing buildings. However, as construction practice shows the
presence in the market is still a large number of uncertified materials used, including in the technology of hinged
ventilated facades, significantly affects the fire safety of these systems. This article substantiates the relevance
of the issues involved. On examples of resonant fires illustrated one of the destructive and dangerous factors
affecting the fire safety of exterior building envelopes. The causes of fire and flame spread on the surface in
buildings with hinged ventilated facades are considered and analyzed.

KaroueBble ci1oBa: 110kapo0e30MacHOCTh, CHCTEMa HABECHBIX BEHTHIIMPYEMBIX (pacasoB, aHaIN3 IPUYNH
BO3TOpaHus, pE30HAHCHBIC MMOXKAaphbl, MAaTCPUAJIbI.

Keywords: fire safety, curtain-type ventilated facade system, fire cause analysis, resonance fires,
materials.

BBenenne. HaBecHrie acamusre cuctemsl (HOC)
SBIISTIOT COOOH OTHOCHTENHHO HOBBIE B TIPAKTHKE
CTPOWTENECTBA TEXHUYECKUE PEHICHUS HapYKHBIX
MHOTOCJIOMHBIX OrPaXKAAOIINX KOHCTpYKUUH. OHU Bce
Oonee 3aBOCBBIBAIOT I[IUPOKOE MPUMCHEHHE B
CTPOUTEIILHOM  CETMEHTE 3a CYeT DJKOHOMHUH
SHEPrOpECypPCOB, YMEHBIICHHUS 3aTpaT Ha OTOIUICHHE
0 CpeACTBaM MHHHMMH3AIMM [OTEPh TeIla |
BO3MOXXHOCTH 0o0Jiee JJINTENBHOTO Oe3pEMOHTHOTO
cpoka akcruryatammu [1, 2]. JlaHHBIE KOHCTPYKITUH
BKJIIOYAIOT B Ce0sI META/UIMYECKUE ITOIKOHCTPYKIINH,
HAJIC)KHOCTh KOTOPBIX MIPaeT CYNIECTBEHHYIO POJIb B
CHCTEME HaBECHOT'O BEHTHIHpyeMoro (acana.

OTIUYUTENTFHOW 0COOCHHOCTBHIO BEHTIITUPYEMBIX
(hacamoB SIBIISIETCS MOCJIE0BATEILHOCTE
PACIIONIOKEHHS CIIOEB Pa3IMYHBIX MAaTCPUAIIOB O
BO3AYIIHOW MPOCIOWKA C YYE€TOM yMEHBIICHHS
KO3 (PHUIINEHTOB TEIJIOMPOBOJHOCTH W yBEIHUCHHS
K03 (HUITMEHTOB MapoNpOHUIIaeMocCTH [3].

Tem He MeHee, MPHU HAJIMYUHU ITOJOKUTEIHHBIX
Ka4yecTB MaHHBIX CUCTEM (YHHUBEPCAIBHOCTB, JIETKOCTh
MOHTaXa, HAJIC)KHOCTH, MPaKTUIHOCTH,
3BYKOHU3OJIAIHS ¥ T.][.) TAIIEKO HE BCE U3 HUX OTBEYAIOT
TpeOOBaHUSIM TOXXKapHOHW Oe30MacHOCTH (HarpuMmep,
HCII0JIb30BaHUE MATEPUAIIOB C HU3KOH yCTOMYHUBOCTBIO
K BO3TOPaHMIO, WX pa3pylIeHHE TPH BO3ACHCTBHU
BBICOKHX TeMIepartyp u T.4.) [4, 5].

B »TOi  cBA3M  BONPOCHl, CBS3aHHBIE C
obecrieueHreM TOXapHOH O0€30MacHOCTH HaBECHBIX
(hacasioB MMO-TIPEKHEMY OCTAIOTCS AKTYaIEHBIMH.

ITosToMy meJbl0 HCCIEI0OBAHHSA  SIBISETCA
BEISBJICHUC MIPUIHUHHO-CJICICTBEHHBIX cBsizei
BO3HUKHOBEHHUSI IOKapa B 3JaHUSIX C HABECHBIMU
BeHTIIIMpyeMbIMU  (pacanamn (HB®) Ha npumepax
PE30HAHCHBIX MOXKAPOB.

O6bexTOM HceTeI0BAHUS SBIISTFOTCA
TPUMEHAIOIIUECA Ha CeFO}IHﬂHIHI/Iﬁ JICHb B IIPAKTHUKE
ctpoutensctBa HOC. MeToa ucciie0BaHUsi OCHOBaH
Ha aHajM3e /JaHHBIX O PE30HAHCHBIX TI0XKapax,
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MPONCXOJVBIINX 32 MTOCTIECIHNE ICCATUICTHS B PA3HBIX
CTpaHax.

CuctemMa HaBECHOTO BEHTHIHpyeMoro Qacama
MPUMEHSETCS ATl HAPY>KHON OTAENKH ITPY BO3BEICHUN
KaKk TPa)XJaHCKUX 3JaHWH pPa3INIHOTO Ha3HAYCHUS
(>kunbIX, opUCHBIX, MHOTO(YHKIIMOHAIBHBIX U T.1.),
TaK M MPOMBIIUICHHBIX. DTOT BapUaHT OrpakIaromiei
KOHCTPYKLIMH CYUTAETCS M0KapoOe30IacHbIM, 33 CUET
BXOJISIIIMX B HETO HETOPIOYMX WJIHM TPYAHOCTOPAEMBIX
marepuanoB. OJIHAKO CyIIECTBYIOT IpELEICHTHI
BO3TOPaHUM, IPOU30LIEIINE C JAaHHOM KOHCTPYKIIUEH,
r7e TNpPUYMHOW  TIOKapoOB  3a4acTylo  SIBISICTCS
BETPOBJIAro3alTHass MeMOpaHa, IPEICTaBIIMIOMAs
co0OW TMONMMEPHBIN MaTepuai, TPYIIEl TOPIOYECTH
I"2. 13 "yeTsIpex CYyIIECTBYIOINX KJIACCOB TOPIOYECTH,
Ka)KIbIil IMEET CBOM MapaMeTpPhl U OJHUM W3 BaXKHBIX
MOKa3aTeJIeM  SBJSICTCS  BOCIUIAMEHSIEMOCTh  OT
TEIJIOBOTO  MW3JIy4eHHS W CIIOCOOHOCTH  HE
COJICHCTBOBATh PACHPOCTPAHEHHIO IIaMeHU. UTo
KacaeTcs BOCIIAMEHEHUs BETPO3AIUTHON IJICHKH, TO
NpU TIPSIMOM TOTIAJIAHUN OTHS, YICKpP, HalpUMep, Ipu
PEMOHTE KPOBJIM WJIM HAPYIIEHUU TEXHUKH MOHTaXa,
MPOUCXOJUT MOMEHTAIBHOE WX BO3TOpaHME, M Kak
CJICZICTBHE JIOCTAaTOYHO OBICTPOE PpacIpOCTpaHEHHE
oTHA 110 BceMy (acany [6].

Tak >ke CyIIeCTBEHHYIO POJIb IPH BOSHUKHOBCHUHT
moXkapa WrpaeT dYeJoBedeckuid (akTop. 3adacTyro
OIMaCHOCTh TOXKapa OOyCIOBIICHa HECOOMIOICHUEM
CIEIMAIBbHBIX POTUBOMOXKAPHBIX perneHuid. [IpnanHa
STOr0  3KOHOMHS  CpPeICTB Ha  BCEX  ITamax
CTPOUTENBCTBA 00OBEKTOB. [pu MIPaBUIILHO
3aIPOCKTUPOBAHHON  HEroploueil  oONMIIOBKE HA
CTPOMTENBHYI0 IUIOIAAKy JAOCTaBIAIOTCH — Oolee
JICLIEBbIE IIAaHEJU C JPYrodl IpyNIOW TOpPIOYECTH.
BI)II‘J'IH}IHT TOPIOYHE DJICMCHTBIL OGHI/IHOBKI/I UICHTUYHO.

2007 2o00a
HOBOTI'O

Hwons
Bosropanue

Braousocmox  (Poccus).
aIMHHHUCTPATHBHO-KHIIOTO
KOMILIEKCa «ATIIAHTHUC», PACIOJIOKEHHBIH BO3JIE
TOCTUHUIIBI «BrnaguBocTOK» (puc. 2).
PacmpocTpaneHue OrHs HaOMIONAJIOCh C BEPXHUX
sTaxel (C HAKIOHHOM OaJKOHHOM IUIMTHI) BHU3

Hecymie nogKOHCTPYKIMN TaKXKe UMEIOT HECKOJIBKO
BAapMAHTOB HCIOJHCHHWS KaK HErOpIOYMX, TaK |
OMACHBIX B HCIHOJb30BaHUM IpU YpE3BBIYANHOMN

CHUTYaIn (manpumep, BBINTOJTHEHHBIC u3
QIIOMUHHUEBBIX CIUIABOB; YIJIEBOJOPOAHBIX CTaJICH C
3aIUTHBIMA  MOKPBITUSIMHU;  KOPPO3HMOHHOCTOMKOM
CTaJu).

Emé onHoil mnpuymHON sIBisieTcs HapylleHHe
TEXHUKA MOHTa)Ka U OTKPBITOE BO3JICHCTBHE OTHS Ha
9JIEMEHTHI KOHCTPYKIMH, TPYIIIa FrOPIOYECTH KOTOPBIX
He TIpexycMaTpuBaeT MX Bo3ueiicTBus. [lostomy He
MEHee Ba)XHO YCHJIEHHE KOHTPOJS 3a HCIOIHEHHEM
MIPOTHBOIIOXKAPHBIX peIIeHHi [7].

[IpuMepsl OmacHOCTH, KOTOPYIO HECYyT B cebe
TOpIoYre KOMITOHEHTHI (hacalHBIX CHCTEM, OTPaKatoT
y’Ke TIPOH30MIeAIIAe B MAPE TOXKapHI [8], HEKOTOpHIe
13 KOTOPBIX TPE/ICTABICHBI HIDKE.

Mau 2006 200a Acmana (Kazaxcman) 30-brit
stax 3nmanmsi «Tpancropr Taysp» - MrHOBEHHOE
pacIpocTpaHeHue OTHsI 10 Bcel cropoHe (acana (puc.
1, a). Ilo pesynpratam oOcienOBaHHUS ObLIH
YCTaHOBIICHbI OCHOBHBIE MPUYUHBI CTOJb OBICTPOTO
pacmpocTpaHeHusl Toxapa 1o Qacaxy 34aHHA -
HapyIICHUs TIPH TPOCKTHPOBAHHM M  MOHTaXe
HaBeCHOM (acagHoi cuctembl. OOnmIOBKa ObLIa
BEHITIOJTHEHA OKPAIICHHBIMH KacceTaMH KOpoOdYaToro
TUTIA W3 AIFOMOKOMITO3UTHOTO TOPIOYET0 MaTephala
«Alubondy, nmeromero rpymmy roprodecta [2-I4.

Mocksa (Poccus) anpenv 2007 200a moxap Ha
¢dacane 3manus «/lykar-Ilneiic III», oGmuioBaHHOT
KOMIIO3UTHBIMH  IUIMTaMH, TpyNna TOpHYeCcTH

koTopbix — ['4 (cunpHOTOproYKe). Orous mo Qacamy
3IaHUSI C IEBSITOTO dTaXka Jo0Opascs A0 KpsiH (puc. 1,
6). [lpuumHa mnoxapa —
3IEKTPOIPOBOIKH.

KOPOTKOC 3aMbIKaHUE

Puc. 1. a - noscap 6 mrocosmasichom 30anuu « Tpancnopm Tayspy ¢ Acmane (Kazaxcman)
(https://i.pinimg.com/736x/fb/07/93/fb0793dcd74ec7d9ceabe66b4ec8e81b--fire-safety-transport.jpg, dama
obpawenus 12.09.2023); 6 - noocap 6 30anuu «/[yxam-Ilneiic I1l», pacnonroscenrnoco na yruye I auexa
(Mockea, Poccus) (https://img0.liveinternet.ru/images/attach/b/2/25/228/25228465_IMG_2283.jpg, dama
obpawenus 12.09.2023)

mo1o0HO naBuHE. [1o TaHHBIM pacciiefoBaHHS JaHHOTO
MHIWJEHTa TPUYMHONW TIOXKapa CTajo HapylIeHHe
MpaBUI TPOBEACHUS pabOT MO YKJIagKke Tropsuei
OUTYMHOW MAaCTUKA TIpU PEMOHTE KpPOBIH. OTO
MpUBEJIO K TMONAJaHUIO TopsIero OWTymMa B
BO3/YIIHBIN 3330p.


https://i.pinimg.com/736x/fb/07/93/fb0793dcd74ec7d9ceabe66b4ec8e81b--fire-safety-transport.jpg
https://img0.liveinternet.ru/images/attach/b/2/25/228/25228465_IMG_2283.jpg
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(https://ru.fishki.net/picsw/072007/30/pozhar/pozhar_09 135.jpg, oama obpawenus 12.09.2023)

Aseycm 2009 2o0a, ynuya babywruna Mockea
(Poccus). Ha 17-m sTake HOBOTO BBICOTHOTO 37aHMs
(puc. 3, a) Havamoch BOCIJIAMEHEHHE, 3TO NMPHUBEJIO K
MTHOBCHHOMY pAacCIpOCTPAHEHHIO OTHS 10 BCEMY
(acamy 3maHUA, BBIIIOJHEHHOMY W3 aJIOMHHHEBBIX
KOMIIO3UTHBIX ~ TaHeJeWd, [0 caMOH  KpOBIH.
[Ipobmemoli mpu TymIeHHWH 3OaHUS  OKa3aJUCh
MaJlalolIfe C BBICOTHI, TOpAIIHE (acagHble MTaHEIH.
[IpruauHO mokapa CTalo MCIONB30BaHUE B Ka4eCTBE
OOJIMIIOBKH MaTepuasia HU3KOrO KauyeCcTBa M OLIMOOK
[P MOHTa)K€ HABECHOU BEHTUJIUPYEMOM CUCTEMBI.
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B 2012 200y mpousomen Toxap B
MHOTO(YHKI[MOHATFHOM KoMIulekce «Can Cutu» 6
20pooe Hosocubupcke (Poccus).

[IpeanonoxnTenbHON NPUYNHON BO3TOPaHUS B 30aHUHT
Ha 23 3Take CTayo HapylIeHHe TpeOOBaHUIA OXKAPHOH
0e301macHOCTH TpH TPOBEACHHH pabOT Ha KpOBIE
3/1aHNUS, 4TO TIPUBEIIO K BO3TOPaHHUIO
MIapON30JISIIMOHHON MEMOpaHbI, BXOAAIIEH B CHCTEMY
HABECHOTO BEHTWIHpyeMoro dacana (puc. 3, 0).

A @1CAH C1TL
? S

05T

Puc. 3. a - sbicomnoe 30anue na ynuye Heana babywkuna (Mocksa)
( https://ru.fishki.net/picsw/082009/07/fire/006.jpg, oama o6pawenus 12.09.2023);

6 - mHocoynkyuonanerwlil komniexc « Can Cumuy 6 Hogocubupcke
(https://i.ytimg.com/vi/AKil8lvsPIM/maxresdefault.jpg, oama oopawenus 12.09.2023)

Anpenv 2013 200a e. I'posnviii (Poccus) — noxap
B OamrHe «Onummy komIutekca «I"po3HsIi-Cutim» (puc.
4, a). Bosropanme mpou3oNUI0 U3-3a PpabOUMUX,
MPOBOIUBINUI PEMOHT IPU TIOMOIIM Ta30BON TOPEIKH
Ha KpBIIIE BBICOTKA Oe3 coOmromeHus TpeOOBaHUI

HO)KapHOﬁ 06e30IacHOCTH. OroHb MOMEHTAJIEHO
pasouesucsa 1o Q)acaay, ropeysa HUCIoJb3yeMass B
CUCTEME HaBCCHOI'o (1)303)13 BJarosaniyuTHas

MeMOpana. Ha TOT MOMEHT 37aHue He OBLITO BBEJICHO B
JKCIUTyaTallMi0, MO3TOMY CHCTEMBI IOKAapOTYILIEHUS
He cpabortanu. [lokapHble, TpUexaBIIMe HAa MECTO
Mo’Kapa, Tak ke OKa3aJIuCh OECCUIIbHBI, TaK KaK JJTHHBI

MOKapHBIX JIECTHUI] HE XBAaTWJIO JTaXKE JO CEPEIUHBI
BBICOTKH, BCJICJCTBHE UYEro MOXap MPOJOIDKAJICS 10
TeX MOp, MOKa He BBIropen Bech (acan. B kauectse
oOymuoBKM  (acaja  HCIOJIB30BAINCH  ITAHEIH
KOpo0OYaToOro TUMA C OKpAIICHHBIMH JIMCTAMU U3
AIFOMOKOMITIO3UTHOTO TOPIOYET0 Marepuana
«Alucobondy, umeroriero I'2-I'4 rpymmmy roprodectu.
Maii 2015 200a, noxap B 16-3TaXXHOM >KHIIOM
JoMe Ha mpocnekre Asamuisir, baky (Asepbatiodcan).
IIpyuunHON CcTano0 BO3TOpaHHWE HEKAUYECTBEHHOT'O BUA
OOJIMIIOBKH BBICOKOH IpymIiel roprodecT (puc. 4, 6).


https://ru.fishki.net/picsw/072007/30/pozhar/pozhar_09_135.jpg
https://ru.fishki.net/picsw/082009/07/fire/006.jpg
https://i.ytimg.com/vi/AKil8lvsPlM/maxresdefault.jpg
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Puc. 4. a - mnocosmaosicroe 30anue komnnexca «I posnutii-Cumuy 6 2. I posnom (Poccus)

(http://crozspb.ru/upload/medialibrary/6c5/6c55bee068aebb30d5c6fd4ccafdb3c.jpa, dama obpawenus

12.09.2023); 6 - nooxcap 8 16-smasicrhom srcunom oome Ha npocnekme Azaonvie 6 baxy (Aszepbaiioscan)
(https://cdn.tve.ru/pictures/o/165/318.jpg, oama oopawenus 12.09.2023)

14 urons 2017 200a B 24-3TaXXHOM KIJIOM JOME
Grenfell Tower B CeBeproM KeHcuHrToHe, 3anaonuii
JIonOoH, BCTBIXHYJ TOXap, B pe3yJibTare KOTOPOTO
morubnu 72 dyemoBeka. [lokap Hagancs u3-3a
HEHWCIIPABHOTO  XOJOIMIBHHKA C  MOPO3HIBHOM
KaMepoii Ha derBepToM dTaxke. OH  OBICTPO
pacmpoCTpaHUICS [0 BCeMY 3[JaHUIO0, TIPIHECS OTOHb U
IBIM Ha Bce JKWible 3Taxu (puc. 5, a). DTo OBUIO
CBSI3aHO C OOJIMIIOBKOMH 3[aHus, BHEITHEH H30JISIUCH U
BO3AYIIHBIM 3a30poM, MEXITY KOTOPBIMHU
obecneunBacs 3¢gdexr creka. Orons ropei okoyo 60
9acoB, MPEXKJIC YeM ObLT OKOHYATEIHHO MOTYIIICH.

Puc. 5. a - Ioocap 6 30au Grenfell

12 gpespans 2005 200a noxap B Windsor Tower ¢
Maopuoe (Ucnanus), 32-3TakHoi Oamine,
00paMJICHHOM KeJIe300CTOHHBIM KapKacoM (puc. 5, 0).
Ha nuke cBoero pa3Butus mnoxap, KOTOpBIA ropen
MOYTH CYTKH, MOJHOCTHIO OXBATHJI BEPXHHE JECATH
staxked 3maHus. Ilo npenBapuTenvHOM BepcuH,
MPUYMHON TOXapa CTaJl0 KOPOTKOE 3aMBIKAaHHE
anektpocetn Ha 21-m  sTtaxke. OroHe OBICTPO
pacIpocTpaHuics n3-3a OTCYTCTBUS
TIPOTHUBOIIOKAPHBIX YIIOPOB MEX Ly (hacaroM HaBeCHOH
CTEHBI U OCTOHHBIMH IUTUTAMH TIEPEKPHITHSI.

="t

Tower & JTowdone (Anenus) (https://static.tildacdn.com/tild6437-3530-

4162-a436-336166633931/Pozhar_v_Grenfell-ta.jpg, narta oopawenus 12.09.2023); 6 - [locreocmsus noxcapa 6

Windsor Tower ¢ Maopuoe (Mcnanus) (https://steel-development.ru/images/events/Maspu.ijpg, oama

obpawenus 12.09.2023)

9 gespana 2009 200a B UEHTPAIHHOM JICIIOBOM
patione [lexuna (Kumaii) nponsomén moxap B
TEJICBU3MOHHOM KYyJIbTYpHOM LieHTpe (puc. 6, a).
[Noxapnas ciryx0a coolOuuia, 4To 1mokap Havajcs Ha
KpBILIE 3/[aHMs ¥ IEPEKUHYJICS Ha

HIDKHHME 3TaXH U3-3a CHIIBHOTO Berpa. [IpudnHa
Obuta CBsi3aHa C MaccoBbIM (eiiepBepKOM B UeCTh
kuTaiickoro HoBoro roja opraHu3oBaHHOTO Ha
TEPPUTOPUH LIEHTPA.

15 nosbps 2010 cooa ¢ llanxae (Kumaui) cropen
30-sTaxupld  xwiod oM  (puc. 6, ©6). Oronp

pacIpocTpaHuics 10 CTPOUTENBHBIM JIeCaM, KOTOphIe
WCIIONIB30BAINCH JUI peMOHTa Qacana 3JaHus U B
CUMTAHHbIE MHUHYTHl TIEPEKHHYJICS Ha  IKHJIbIE
kBapTupsl. [Inams OymieBano Ha MPOTSHKEHUH 4 4acoB.
Cnacasch OT JpIMa | JKapa, )KHUTEH J0Ma BbUIC3aJI Ha
CTPOUTENbHbIE Jieca W 3a0MpajiiCh HAa KPBINILY.
IIpyunHOil mokapa, BEpPOSTHO, CTald  HUCKPBHI,
BBI3BAaHHBIE CBapOYHBIMH paboramu Ha 20-M 3Taxe.
Paboune pacckaspiBany, YTO HCKPbl OT CBapKw,
MPOBOAMBILIEICS B JAPYroM 3JIaHHH, TEpeNeTen |
BBI3BAJIM BO3TOpPAaHHE CTPOMTENBHBIX JiecoB. [lozxke


http://crozspb.ru/upload/medialibrary/6c5/6c55bee068aebb30d5c6fd4cc2afdb3c.jpg
https://cdn.tvc.ru/pictures/o/165/318.jpg
https://static.tildacdn.com/tild6437-3530-4162-a436-336166633931/Pozhar_v_Grenfell-ta.jpg,%20дата
https://static.tildacdn.com/tild6437-3530-4162-a436-336166633931/Pozhar_v_Grenfell-ta.jpg,%20дата
https://steel-development.ru/images/events/Мадрид.jpg
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OBUIO  YCTaHOBIIEHO, 4YTO TIOKap OBUT  BEI3BaH
HEeTIPaBWJIHOW OKCIUTyaTanieir o0opymoBaHHs He
UMEIOIIUMH JINIEH3UN CBAPIIUKaAMHU.

Puc. 6. a - nosicap 6 menesusuonnom xynomyprom yeumpe Ilexuna (Kumati);

6 - nooicap 6 sicunom oome [llanxas (Kumai) [8]

Taxke OBUIO YCTaHOBJICHO, YTO MOBBILICHHIO
MOXKapHOH ONACHOCTU 3JaHUS CIOCOOCTBYET €ro
TEOMETPHs, IOCKOJIBKY CKOPOCTH PacCIpPOCTPAHCHHUS
IUIAMEHH W BBICOTA IUTAMEHH YBEJIMYHBAIOTCS TIOZ
BO3ACUCTBIEM T'€OMETPHUECKON (hOPMBI 3TaHUS.

2012 200 6awmns Tameenv ([yoai, OA3). B
pe3ynbTaTe BO3HHKIIETO IOXKapa CrOpelH JIBE
OTJCNbHBIC  IMUPOKHE  BEPTHKAIBHBIC  ITOJIOCHI
Hapy»KHOW OOJMIOBKM OT 3€MJIM JO YPOBHS KPBIILIH.
Jlst OONMUIIOBKK OBIIM KCITONIB30BAHBI TAHEIH THIIA
ACM ¢ NOIMSTHICHOBBIM CeplIeYHUKOM. PeMOHTHBIE
pabOoThI HAYAJKCh Yepe3 3 roa.

2012 200 13-smaocnoe 30anue Caugh benxaca
(y6aii, OA3). Tloxap Havancs Ha 4-M 3TaXKe U OBICTPO
pacmpocTpaHIICS Ha KPBIIIKA. B kadecTBe 0OIHIIOBKE
Tak Obun mpuMeHeHB! maHenmu THma ACM ¢
MOJIMATHJICHOBEIM ~ CepAeYHUKOM. [loxkapoM ObLTO
YHHUYTOKEHO 9 kBapTHp, 2 moctpagamu. OO6IoMKaMu
MOBPEXKICHO 5 aBTOMOOMIICH.

2012 200 Pyb6e, @panyus 18-3TakHOTO 3MaHUS
HaOJII0aI0Ch PACTIPOCTPaHEHNE OTHS BBEPX OT o4ara
BO3ropaHus 0 BepxHUX 3raxel. IIpuunHoil noxapa,
cKopee BCETO, SIBUIIOCH HCTIONIb30BaHHE
JIETKOBOCIUIAMEHSIOILEHCSl BHEIIIHEH OOJIMIIOBKH.

Lacrosse Building (Menvbypu, Aécmpanus, 2014
200). Hawano moxxapa mrectoif dTtax. bricTpo
pacmpocTpaHsomeecss IUlaMs  BCKOpPE  OXBATHIIO
BHEIITHIOIO OOJMIIOBKY CTEH W TOJ] BO3JCHCTBHEM
TOPIOYHMX MAaTEpUAIOB, PACIONOXECHHBIX BHYTPHU
OBICTPO  PAacHpOCTPAHWIOCH HAa BEPXHIOI YacTb
3JaHusL.

The Address Downtown ([ybaii, OAD, 2016 2.).
Ouar noxapa pacronaraics Ha 20-M 3Taxke u ObICTPO
pacnpoctpanuics o ¢acanxy ACP.

Marina torch (352m) (/[y6ai, OAD, 2015 u 2017
2e.). PacrionoxeHne ouara BO3TOpaHus Ha 52-M 3Taxe.
Brictpora pacrnpocTtpaHeHne ImiameHd 1o Qacany -
CUJIbHBIH BETEp.

Amnapramentsl Marco Polo (36 ataxeit) [ ononyny
(CILA4) 2017 e. Tloxap Hadaicst Ha 26-M JTaxe, U
wiamMs ObICTPO PacCHpOCTPaHWIICS BhIIe. BimsHne
(bacagHBIX MaTepHaJoOB J0 CHX HOp pacciexyercs. B
pe3ynbrate noxapa 3 moruOmux u 12 mocTpaaaBiimx.

2017 200 e. Pocmos-na-/[ony (Poccus) noxap B
10-3takHOM 37aHMM TOCTUHULLI. OONIMIIOBKA 30aHUA

OnlIa BBITIOJIHEHA u3 CHJIBHO
JIETKOBOCILJIAMEHSIIOIIETOCS MaTepuana, COJAepKaliero
TOKCHYHBIC SJIEMEHTHI, YTO YBEIMYHBACT OIACHOCTh
OBICTPOTO pacmpocTpaHeHUs OTHA. B pesynbraTe
mo’kapa 2 MOTHOIINX.

Pe3yabraThl HccjiefOBAaHUSA M UX 00CYXKIEeHUE.
XapakTtep pacTpOoCTpaHCHHS OTHS B YCIOBHUAX MOXKapa
B HB® TakoB, 4TO npyu BO3ZHUKHOBEHUH €TO B OAHOM
MMOMEIIICHNH, BRITOPACT BeCh (pacaj Ha BBIMICICKAIIMX
stakaX.  CHocoOCTBYHOT  3TOMYy  HE  TOJIbKO
NIPUMEHEHHbIE MaTepuajibl, HO u 3ddekt Tirum B
BEHT3a30p€, CKOPOCTh JIBI)KEHUSI BO3JyXa B KOTOPOM
MHOTOKpPaTHO BO3pacTaeT H3-3a YBEIUYMBAIOIIEHCS
pasHUIBI TeMmIepaTtyp Ipu moxape. Eciu B dacazae
OBUIM  WICTIONIB30BAaHBI  KOMIIO3UTHBIE MAaTEPHAEI,
HaTllpuMep, B COCTaBE 3allUTHBIX OJKPAaHOB WU
BETPO3aIIUTHBIC IDICHKH, TO ITOXKapP PACIpPOCTPaHIETCS
" BHH3 10 (acany. [Ipu ropeHHH KOMIIO3UTHBIX IDTHT
JOTIOTHUTEIBHYIO OMACHOCTH IJISl 30OPOBBS M JKU3HU
oAk MIPECTaBISIOT TaKKe BBIZIENISIEMBIE
TOKCHUYECKHE BEIIEeCTBAa M OOPYIICHHE ATHUX MaHelen
BHU3. Bce 3TH ycoBus 00yCIaBIMBAKOT OBICTPOE
pacnpocTpaHeHue OrHS o dacamam i
JIOTIOTHUTEILHYIO OMACHOCTh B BHJE OTJICTAIOIIUX
IUIUT ¥ TOKCUYHBIX BoifeneHuil. CTOUT OTMETHTh, YTO
CKOpOCTB PacIpOCTPAHEHHSI OTHS MOXKET JOCTUTATh 8-
10 M/c — mo BepTuKamu W mpH 3ToM 1-1,.5 M mo
TOPH30HTAIH.

BeiBoasbl. TakuMm 00pazom, IpOBEICHHBIN aHAITN3
MOKAa3bIBAET, YTO HA CErOJHAIHUN IeHb IPUMEHSIEMbIE
BEHTHIIUpYEeMbIe (acaTHble CHCTEMBl HE B IOJIHOU

Mepe OTBEYAIOT TpeOOBaHUAM MOKapHOU
6e30macHOCTH.

HcxonaT w3 KOHCTPYKTHBHBIX OCOOEHHOCTEH
HAaBECHOTO  BEHTHWIHMpyeMoro ¢acaga, KOTOPBIH
MPEACTaBIsAeT  COOOH  KOMIIEKCHYIO  CHCTEMY
JJIEMEHTOB, CYUTaTh, YTO TpPHUYUHA  IOXKAPOB

CKpBIBAa€TCsd TOJIBKO B OJHOM M3 COCTaBIIIIOLIUX,
HempaBwibHO. Kak mnpaBuio, NpUYMHONH MOXKApoB
SIBIISICTCS HENPABWIBHBIA MON0OOpP MAaTEpHANOB H
HEOCTOPOXKHOE OOpalleHUEe ¢ OTHEM B JajbHEHIIEM.
OnHaKo UCKITIOYUTh IPUMEHEHHE OTKPBITOTO MJIAMEHU
TIpU BO3BEJACHUM 3JIaHUN U COOPYKEHUN HEBO3MOMXHO
10 TPUYMHE BBITIOJHEHUS KPOBENBHBIX padoT,
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CBapOYHBIX paboT Ha OaJlKOHaX H YCTPOMCTBY
TUAPOM3OJISAIAN Ha OTMOCTKE 3/TaHUH.

B 3TOU CBSI3U IS NIPEAOTBPALLEHUS
BOCIDIAMEHEHMH Ha (acagax 3maHUN HEOOXOAMMO
YYUTHIBATh YK€ CYIICCTBYIOUINE MEPOIPHITHS II0

obecrieueHnIo TTOYKapHOU Oe3omacHOCTH
MPUMEHSEMBIX KOHCTPYKLUH HaBECHOT'O
BeHTHIIMpyeMoro (acana, a Takke paspabaThiBaTh
HOBBIE MEpBl, HaIpaBJICHHbIE Ha IOBBIIICHUE

nomapﬂoﬁ 0e30MacHOCTH JaHHBIX CUCTCM.
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AHHOTALIUA

B pabote mpencraBieHBl TEOPETHUECKHE KOHIEHIIMM MAaTEMaTHUECKOTO MOJCITUPOBAHUS CHCTEMBI
HCKYCCTBEHHOT'O AMOIMOHAILHOTO WHTEJJIEKTA JUIsl peleHus mpoOieM B 3a7auax B3auMOICHCTBUS KOTHUTUBHBIX
TUCHYHKIIMH C almapaTHO-TIPOTPAMMHBIM KOMIUIEKCOM BO BpeMs ICHXOAMOIMOHAIBLHOW JTUAarHOCTUKH;
KJaccu(uKaIys METOI0B pacrio3HaBaHus n3o0pakeHnid. L{enpio nccnegoBaHui ABISIOTCA pa3padoTKa HAYIHBIX
OCHOB CpEACTB W MECTOAOB OIpelnelieHUus (YHKIMOHANBHBIX IIOKa3areneld o0OBeKTa B IIpoIecce
MICUXOAMOLIMOHAJIBHON JUAarHOCTHUKU HAa OCHOBE MHCTPYMEHTAJIbHBIX CPEICTB, MPAKTUUYECKOrO HCHOJIb30BaHUS
CUCTEMBI IIPUHSITHS PEUICHUH UCKYCCTBEHHOTO dMOIMOHAILHOTO MHTEIIICKTa KakK 3(p(EeKTUBHOTO CpeacTBa Iyis
OIICHKH TOJOXHUTEIBIHHOTO HHTEILICKTYAILHOTO (DYHKIIMOHAIBHOTO BO3JCHCTBHS Ha OOBEKT, OIpENCIICHUC
BBIOOpA ONTHMAJIBHBIX PEIICHUH CAaMOPETYIISIMH ICHX0IMOIMOHAIBHBIX COCTOSHUMA JTMIHOCTH


http://auditorium.kursksu.ru/
https://moluch.ru/archive/109/26548/(дата
https://www.doi.org/10.31618/nas.2413-5291.2023.2.94.799

Hanmonanenas accoumanus yuenoix (HAY) # 94, 2023

49

ABSTRACT

The paper presents theoretical concepts of mathematical modeling of an artificial emotional intelligence
system for solving problems in the problems of interaction of cognitive dysfunctions with a hardware and software
complex during psychoemotional diagnostics; classification of image recognition methods. The purpose of the
research is to develop the scientific foundations of means and methods for determining the functional indicators
of an object in the process of psycho-emotional diagnostics based on instrumental tools, the practical use of the
decision-making system of artificial emotional intelligence as an effective means for assessing the positive
intellectual functional impact on the object, determining the choice of optimal solutions for self-regulation of

psycho-emotional states of the individual
KuawuyeBble cioBa:
HUHTCJIJICKTA, METOAbI PACIIO3HABAHUA H306pa)KeHPII>‘I

MaTeMaTu4eCKoC MOACINPOBAHUE,

CUCTEMa HMCKYCCTBCHHOTO OSMOIMOHAJIBHOTO

Keywords: mathematical modeling, artificial emotional intelligence system, image recognition methods

AKTYaJIbHOCTH P00/IeMBbI

Hudposas tpanchopmarmst obmecTBa SBIACTCS
HEOTHEMJIEMbIM (axTopom mporpecca.
WNaTeHcnpukammst  Bcex  cdep  UYeIOBEUSCKOU
NESATETPHOCTH  CONPsDKEHa C  POCTOM — PHCKOB
MCUXOIMOIMOHANBHBIX ~ MTUCOYHKIMHA Ha  (oHe
CTpeccoB, JeKkomIeHcauuii. Bo rmaBe 1mdpoBoit
TpaHchopMmand OBUT M OCTACTCA 4YEIOBECYCCKHU
tdakrtop. OcoOyI0 aKTyaJlbHOCTh  IPEIACTABISAIOT
HCCIICAOBaHNA HCPCUHICHHBIX 3aJa4 KOT'HUTHUBHBIX
MTUCQYHKIIMI W TATTEpHOB MO3ra, TaKHX Kak
appeKToB, KBaJHMa, BO3MOXHOCTH OCYIICCTBICHUI
SMOLMOHANGHOW JWAarHOCTHKH U  peadWINTalny.
HemocrarounocTs wmccnenoBaHuil  dTHX — TpobieM
CII0COOCTBOBAIIO MIPOBEACHUIO HAYYHBIX
WCCIICIOBAaHHUMN ISl UX PEIICHUS.

OOBEKTOM  HCCIIENIOBAHMS SIBJISIFOTCSL  [IPOLIECCHI
B3aUMOJICHICTBUS ~ KOTHUTHBHBIX JUCHYHKIHH ¢
armnapaTHO-IPOrPaMMHBIM KOMILJIEKCOM,
HHCTPYMEHTAJIBHBIC CPEACTBA, METOAbI aJalTaluu U
crienUaIu3upoBaHHas 00paboTKa, MOCTymaromas OT
cpenctB cOopa HHGOPMAIIUU O COCTOSTHUM 00BEKTa BO
BpeMs TICHXOAMOIMOHAIGHOW JHATHOCTUKH. llembio
HCCIICIOBAaHUHN SIBILTIOTCS pa3padOTKa HAyYHBIX OCHOB
CPEICTB M METOJIOB OMpeIeNeHUS (PYHKIHOHAIBHBIX
mokasareien 00BeKTa B
mpoIiecce IICUX03MOIIOHATBHOM JTUAarHOCTHKH Ha
OCHOBE MHCTPYMCHTAJBHBIX CPEJICTB, MPAaKTUICCKOTO
HUCIIOJIb30BaHU CHCTEMBI MIPUHATUA peHIeHHfI
HNCKYCCTBCHHOT'O OMOIIMOHAJIBHOTO HWHTCIIJICKTA Kak

3¢ hexTuBHOTO cpeacTBa IS OLICHKH
MMOJIOKUTEIIBILHOTO WHTEJUIEKTYyaJIbHOTO
(hyHKIIMOHATEHOTO BO3JICHICTBUS Ha 00BEKT,
ompeneieHHe  BhIOOpa  ONTHUMANBHBIX  pEIICHUH

CaMOPETYJISIIANA  TICHXOMOIMOHANBHBIX  COCTOSIHUH
JMYHOCTH.

Pe3ynbTaThl nccie10BaHUs

Brinonnen aHAIUTUYECKUI 0030p
(hyHIaMEHTAIEHBIX KOHIICTIIN I IMEPKCHTHBIX
mporeccoB amoruid [1, c. 134, 2]. ITlpencrasineHa
6azoBas apXUTEKTypa MOJIEIH, BKJTIOUAst
JUHAMHUYCCKHEC, PEKYPCUBHBIC SMOIMOHAJIBHBIC
MpOLIECChl, WHCTPYMEHTAJbHBIE CPEACTBA Ipolecca
cobopa, o00OpaboOTKHM WHGOPMAIMK W  yIPaBICHUSL
JaHHBIMHA B CHUCTEME HNCKYCCTBCHHOT'O
SMOIMOHAIEHOTO HWHTEJUICKTA. [pakTrueckue
pelieHus  CO3MAaHWS  CUCTEMBI  HCKYCCTBEHHOTO
SMOIMOHAIEHOTO WHTEJUICKTa Ha 0a3e HeWpoceTew.
Pa3paboTaHbl MHCTPYMEHTAIBHBIC CPEICTBA CHCTEMBI
HUCKYCCTBEHHOTO  SMOIIMOHAJIBHOTO  WHTEIUICKTA,

MOHHTOPHHIOBOM  MH()OPMAIHOHHO-aHAIUTHYECKON
CHCTEMBI MICUXOIMOIMOHANBHBIX  JUCHYHKITHIA:
ABTOMATH3MPOBAaHHOE paboyee MECTO MOIb30BATEIS -
HWHTEIUIEKTYaJIbHOTO ACCHCTEHTA
TICUXOMOIIMOHATBHOM TUAaTHOCTHKH.

dyHaameHTaldbHas 3ajadya JETEKIHH HSMOLUMN
0azupyercst Ha UX KIacCH(UKAINHU, TOUCKY TTOXOMKHX
u300pakeHnii B OonbImoW  0a3e  JaHHBIX.
HHCcTpyMEeHTaNbHBIM CpEeNCTBOM SIBIISIOTCS
IKCTPAKTOPbI  (pyHKHUHA wH300pakeHMii — 3TO
(YHKIHU WIF MOIYJIH, KOTOPBIE MOYKHO HCIIONIE30BATh
UL H3yYCHUS MIpeICTaBICHUMN 3
n3o0pakeHmit. Hanbomnee pacnpocTpaHEHHBIM THIIOM
9KCTpakTopa (YHKIUH sBISETCS CBEpTKa, NpH
KOTOPOH AP0  CKONB3UT IO  HM300pa)keHUIO,
obecrieurBasi COBMECTHOE HCIIOIF30BAHUE MTAPaMETPOB
YW WHBAapUAHTHOCTH TepeBojia. CBePTKM — OTO THUII
Olepaluy, KOTOPYI0 MOXKHO HCIIONB30BaTh UL
U3Y4YEHUs  MPeICTaBJICHUI u3 H300pasKeHHIA;
obydaeMoe AP0, CKOJMB3AIIEe MO H300paXKeHHIO,
BBITIOJHSET TIOAJIEMEHTHOE YMHOXXEHHE BXOJHBIX
naHHbIX. Kiaccugukarop Moxer kiaccupuuupoBaTth
pa3iu4yHBle  BXOJHBIC  CHTHAJBI W BEIBOJWTH
COOTBETCTBYIONIYIO Kateroputo smormid. KadecTBo
KIaccu(uKaTopa BIUACT HA TOYHOCTh PACIIO3HABAHUS
smonmii. CymecTByIOIKE METOIBI KJIaCCH(HUKAINN
MOJKHO Pa3/IeIUTh Ha IBE KATETOPHHU: KIACCHICCKUE
METOJBl MAIIMHHOTO OOYYEHHS W METOABI TITyOOKOTO
o0Oy4eHwusl.

MeTo/1bl MAITUHHOTO 0OYYEHHUS.

Meton onopHbIx BekTopoB (SVM) [3] HampaBiieH
Ha TOMCK THIEPINIOCKOCTH C  HauOOJIBIINM
MHTEPBAJIOM B IIPOCTPAHCTBE BEIOOPOK IS TTOTYUEHUS
Ooiee HAJEKHBIX Pe3yJbTaTOB Kiaccupukarmm. s
0oJiee CIIOKHBIX BEIOOPOK OH MOXKET OBITh 0TOOpaskeH
W3 MCXOJHOTO NPOCTPAHCTBA B IIPOCTPAHCTBO OoJiee
BBICOKOW pa3MepHOCTU. PelieHue cOOTBETCTBYIOLIEH
GyHKOHMU sipa  JeTaeT ST  BHEIOOPKH JIMHEHHO
pasnenuMbIMu B MPOCTPAHCTBE MIPU3HAKOB.
['umepmniuockocTe MOXKET OBITH ONMHCAaHA C TOMOIIBIO
wT+b, w = (Wy; Wy;...; W;) - 3TO BEKTOp HOpPMAIH,
KOTOPBII OMpeZenseT HalpaBIeHHE THIIEPITIOCKOCTH.
B - 3TO uieH cMemieHHs, KOTOPBIH OIpeaesseT
paccTossHME MEXAYy THUIEPIUIOCKOCTRI0 M HAadajioM
koopauHaT. PaccrosHe OT 000 TOYKHM X B
MPOCTPAHCTBE BBIGOPKH 0 rumepriockocTu (W, b)
paBHO

_ [wTx+b]

r="200)

llwi
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YUT0o0Bl HAWUTH ONTHUMAIBHYIO TUIOCKOCTH, CyMMa
pacCTOSIHMH OT KaXJIOTO OIIOPHOTO BEKTOpa 10
THIEPIUIOCKOCTH  JOIDKHA  OBITh ~ MHHHMAaJIbHOM,
MO3TOMY HEOOX0ANMO TOJIBKO
Makcumu3uposarts ||w|| L.

GMM crpemutcsi KiIacCH()UIIMPOBATH JTaHHBIE
MyTEM HAJIOKECHUS TayCCOBCKUX paclpeleleHUu B
JUHEHHOW KOMOMHAmMuM H (OpManu3oBaTh HX B
BEPOSITHOCTHYIO MOJEIIb. GMM - 3TO
HEKOHTPOJIUPYEMBI ~ MeTOA  OOy4eHUs, KOTOPBIi
00BIYHO UCTIONB3YeT MaKCHMU3AIHIO
MaTeMaTHueCKOr0  OXHJAAHHMSA ISl ONpEeeICHUS
napamerpoB GMM  OCHOBHBIMH  IIpOIIECCAMH
SBIISTFOTCSI: MaTeMaTH4ecKoe OKHJIaHHE;
MaKCHMH3aNus OLEHKU ITapaMeTPOB C MAKCUMAaTbHBIM
MPaBIONOIO0MEM, OCHOBAaHHYI0 Ha HaOIIOZaeMBIX
nepeMeHHbIX. OH MOXET TMOJIYYHTh CMEIIAaHHYIO
MOJIETIb BEPOATHOCTEH Bcero cyOpacmpeneneHus,
coJieprKalerocsi B 0OLIeM pachpenesneHud. Takum
00pa3oM, MOXXET OBITh JOCTUTHYT Jyqmuid 3ddexT
kiaccudukanuu 6e3 IpeIBapUTEIbHOTO ONPEACTICHUS
METKHU JTaHHBIX.

CkpbITasi MapKOBCKas MOJIeNIb IPEJICTaBIISET
co0o0il TMHaMUUYeCcKyl0 0alecOBCKYIO CETh C MPOCTOM
CTPYKTYpO#,  KOTOpas  MOXCET OICHHUBaTb |
Mpe/ICKa3bIBaTh HEN3BECTHBIC NIEPEMEHHbBIE HA OCHOBE
HEKOTOPBIX  HAaONIOJaeMBIX  JAHHBIX;  MOXKET
3¢ GEKTUBHO YITyUIIUTh CTETIEHb COOTBETCTBHUS MEXIY
MOJETBI0O  OLEHKHM W TIOCIE0BaTEIbHOCTHIO
HaOmoneHnii. CKpBIThIC IEpeMEHHbBIE (TIepeMEHHBIC
COCTOSIHHSI) MOTYT OBITh BBIPAKEHbI KaK {1, V5, .., Y}
, TAKUM 00pa3oM, MPOCTPAHCTBO COCTOSIHUI CKPBITHIX
MEPEMEHHBIX COIEePKUT N BO3MOXKHBIX 3HAUYCHUIL.
Habnromaemble nepeMeHHbIE MOTYT OBITh OTTMCAHBI KaK
{x,x,...,x,}, W 0OBYHO mpeamOIAracTCsA, UTO
JIMarna3oH 3HauYeHNH Ha0JII01aeMoii mepeMeHHON paBeH
{o4,05,...,044}. Cucrema OOBIMHO NEPEXOAUT M3
OIIHOTO COCTOSIHUSA B IPYIO€ {S7, S5, ..., Sy }.

BeposiTHOoCTh Tiepexoja MOJIENH M3  OJIHOTO
COCTOSIHHUS B JIPYrO€ paBHa:

a; =P(s1=sily. =5)1<i,j <N (2)
Ha6ﬂ}0,ﬂaeMaﬂ BepOHTHOCTB paBHa:

bij=P(x,=0jly;=s)1<i<N1<j<M
3)

BepOﬂTHOCTB Ha4aJIbHOTO COCTOAHUSA paBHA:
m;,=Ply;=5)1<i<N %)

B 000 MOMEHT 3HadyeHue HaOJIrogaeMon
MEPEMEHHON 3aBHUCUT TOJBKO OT MEPEMEHHOTO
cocrosiHus. [lepeMeHHass COCTOSTHUSI BO BpEMEHHU He
CBS3aHA C TIEPEMEHHOW COCTOSHHUS BO BpEMEHU U
3aBUCUT TOJBKO OT Hee. OCHOBBIBasCh Ha JTOH
3aBUCHUMOCTH, COBMECTHOE pacnpeneneHnye
BEPOSITHOCTEH BCEX TIEPEMEHHBIX PaBHO:

— n
P(x1,Y1, X2, Y2, ors Xy V) = T by [ 112, a;;bi;

3

Cnyuapineiii  snec  (RF) [148] - »10 THO
nMmapajuieIbHOTO  aHcamOnieBoro  oOydenms. RF
UCTIONB3YeT [EPEBO PEIICHHN B KadecTBE 0a30BOTO
00ydJaromero i IIOCTPOCHHUS TPYNIHPOBAHHUA U
JOTIOJTHUTENBEHO BBOANT CITyJalHBIN BEIOODP aTpHOyTOB
B mpomecc oOyueHus aepeBa pemennii. RF mmeer
MPOCTYI0  CTPYKTypy H  HeOonbmoH  00beM
BbIYKMCIeHUH. OH MOeT OBbITh MCIIOJIb30BAaH Kak IJIst
3aja4 KJacCU(PUKALMK, TaK M Ui 3a/lad PErpeccHy.
Haxe ecmu Habop naHHBIX HemodioH, RF wmoxer
TIOJIIEP)KUBATh BBICOKYIO TOYHOCThH KiacCH(UKaIHU.
VYBenuueHue JepeBa Kinaccu(UKalMU He BIMSET Ha
MIPOU3BOIUTEIHHOCTh 0000IICHNST KiIacCHHUKATOpA.
RF - 3T0 pacmmpeHHBIH BapuaHT aITOPUTMA YIIAKOBKH
B makerel. OH ciayJalHBIM 00pa3oM BBIOHMpaeT
TIOJJMHOXECTBO, COZAEpIKaliee aTpuOyThl, U3 KaXJOTrO
Habopa aTpuOyTOB y37a 6a30BOTO JepeBa PEUICHUH, a
3aTeM BBIOMpAaeT ONTHMANbHBIH aTpHOYT M3 3TOTO
HOAMHOXKECTBA JUIs pasaenenus. [lapamerp ynpasiset
CTENIEHbIO  BBEICHHOW  ciydailHocTu. Hakoner,
0a3oBble  ydaluecs, KOTOpble ObUIM OO0Y4eHBI,
O6T)GI[I/IH5HOTCH, n MCTOJ I'OJIOCOBaHUA 6OJ'II)IIII/IHCTBOM
OOBIYHO MCIOJIB3YETCs JUIS 3a/ad MPOTHO3UPOBAHUS
KITacCH()UKAITUH.

ITo cpaBHEHWIO € TPAAWIMOHHBIMH METOAAMH
MaIIMHHOTO O0YYCHHUS, METOBI TITyOOKOTO O0ydIeHUs
COYETAOT B ce0e 3Tal M3BJICYCHHS NPU3HAKOB U ATl
knaccudukanuu. braromaps moanepkke OONMBIINX
Ha0OpOB TaHHBIX METOABI IIyOOKOTo 00Y4YEHHS MOTYT
U3y4yaTh  CEMaHTHYECKHEe  OCOOEHHOCTH  Ooiiee
BBICOKOTO ~ ypoBHs. OHHM  oOnajaroT — Jrydinei
CIIOCOOHOCTBIO pa3nuyaTh paziudHbie dMoLuu. bonee
TOTO0, X CIIOCOOHOCTH K 0000IIEHNIO CHUIIBHEE.

Kak tunmunas rayOokas HeHpOHHas CeTh,
CBEPTOYHAsI HEMPOHHAS CEThb UIPAET BAXKHYIO POJIb B
obiactn  pacmo3HaBaHus ~dSMmoruid.  CepTouHas
HEWpOHHAs CEeTh B OCHOBHOM COCTOMT M3 CBEPTOYHBIX
CJIOEB, 00BEMHSIONIETO CIIOS, TIOTHOCTHIO CBA3aHHOTO
cimos u cios kimaccuukanuu. CBEPTOYHBIA  CIIOH
JNEHUCTBYeT Kak (WIBTP U M3BJICUCHUS NMPU3HAKOB
BXOJ/IHOTO CHTHaja. BBezeHue HennHeHHBIX (pakTopoB
C MOMOINBI (PYHKIMA aKTUBAIUH MOXET MOBBICUTH
BBIpa3UTENbHBIE CIIOCOOHOCTH Mozaenu. KommgecTBo
HapaMeTpOB U 3aTpaThl HA BBIYUCIICHHSI COKPALIAIOTCS
Omaromaps cioro oOwenuHeHHsa. HakoHel, ypoBEeHb
KIacCU(DUKAIIMK  MCIOJIB3YeTCsl  JUIsl  3aBEpLICHUs
KJaccU(UKaMi BXOAHBIX JAHHBIX. PeBoutoroHHas
HEWpoHHasT ceThb O0JazaeT  XapaKTePUCTHKAMHU
COBMECTHOTO  WCIIOJBb30BaHMS  IIApaMETpPOB |
JIOKAJILHOTO TOJKJIIOYEHUs, 4TO JieJlaeT OOydeHue
Mojienu 6oiee 3P PEKTUBHBIM.

JlonroBpeMeHHass ~ KpaTKOBpEMEHHas  INaMsITh
(LSTM) [4,5] - ornmuHast peKyppeHTHas HeHpOHHAas
CCTh, KOoTOpas MOXET n3y4daTtb JOJITOCPOYHBIC
3aBUCUMOCTH Ha OCHOBC BXOJHBIX JAaHHBIX. B T0 xe
BpEMA OH MOXKET MPCOIAOJCTh TAKHEC l'IpO6J'[eMBI, KakKk
B3PBIBAIOIINECT TpaaruCHTBI n HCYEC3ar0IIne
rpagueHTsl.  Kmaccmueckuit  ¢perimBopk  LSTM,
KOTOpBIi B OCHOBHOM BKJIIOYAeT B ceOs TpU BHJIA
[IJTFO30BBIX OJIOKOB: BXOJHOM WIIIO3 it, BBIXOJHOMN
OUII03 Oy M 1UI03 3a0bBaHMA f; OTH  OJOKH
YIpaBIEHUsT  UCIONB3YIOTCS ISl YIpaBJICHUS
nepenadeii MHGOPMALMKM O CKPBITOM COCTOSHHH h,
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COCTOSIHUU-KaHIUATe C; U BHYTPEHHEM COCTOSHUH —
KaHaunare C;. Kaxaplid yrnpaBisSioOMIHi 3JIEMEHT |
COCTOSIHWE YIIPABIICHHUS BBIYHCIIAIOTCS IO CIIE YOI

¢dopmye:
iy = o(Wix; + Uphy_y + by) (6)
fo = oc(Wpx, + Ushe_y + bf) (7)
G = f(Weexy + Wephe_q + b.) (8)
0y = o(Wyx; + Wyh_y + Wyec, + b,) (9)
¢ =fi Oceqy +ir O (10)
he =0, O f(c) (11

Cpemn nux Wy u  Up IpencTaBisiomux — Bec,

bf ecTb  cMelleHWe, MaTpula O IPENCTaBIAET
JorucTudeckyto QyHkuuio, f sBusercs GyHKIHeH
aKTHBallUU nu @ MpCACTaBJIACT IMpONU3BEACHUC
BEKTOPHBIX DJIEMEHTOB.

C pa3BUTHEM anmapaTHOTO OOECHEYeHUS |
MOBBIIIIEHUEM BBIYHCIUTEILHOM MOIIIHOCTH
KOMITBIOTEPOB COBPEMEHHBIE MOJIETIH
ycoBepieHcTByoTca. OHH, Kak NpaBmio, 001amaioT
GoJiee BBICOKUMH XapaKTEPUCTHKAMH KJIAacCH(UKAINN
u Oojee CIOXHBIMH CTpyKTypamu. UYrto Kacaercs
HaOOpOB JIaHHBIX O BBIPAKCHUM OMOLMH, TO
Ppas3InuHbIC Ha60pr JaHHBIX pas3IM4aroTCsa C TOYKHU
3peHHs cpelibl cOopa, KOJIMYECTBA KATCTOPUIl IMOIIHH,
BO3pacTa, pachl, KayecTBa W300paKeHHs U T.II.
OU3HONIOTHYECKHE CUTHAJIBI MOTYT OTpaxarth Ooiee
peanbHbIe 3MOLIMH U HE OyIyT NOABEPKEHBI BIMSHUIO
CKPBITOTO  3MOLMOHAJIBHOTO TOBEICHMS JIIOACH.
MynbTHMOIaNIbHBIE HA0OPHI IAHHBIX CHUTHAJIOB MOTYT
clenaTb ~ MAIIMHHBIA  aHauM3  SMouMid  Ooee
BCEOOBEMITIOIHM. B HacTosIIee BpeMs
WCCIIE/IOBAaTeIN yISNSIOT Bce OoJble BHUMAaHUS
MYJIBTHMO/IATEHOMY PAaCIO3HABAaHHUIO SMOLIUH.

3AKJIIOYEHUE

Camoii OCHOBHOW 3ajadell paclo3HaBaHUSA
3MOL[I/Iﬁ 10 (l)I/ISI/IOHOFI/I‘{eCKI/IM CHUTHaJIaM SBJIICTCA
TOYHAasA OMOIIMOHAJIbHAA MapKHUpOBKa JaHHBIX.
MynbTHMOIANIBHOE pacrio3HaBaHHe 9MOIHH,
OCHOBAHO Ha KOMIIJIEKCE HHCTPYMEHTAJIBHBIX CPE/ICTB;
UCTIONb3YeT Pas3iMYHble CHUIHAIBI Ul M3BICYCHUS
OOBEKTOB M B OIpEIEICHHOH CTENEHH BBINOJIHACT
CIIMSIHME Ha YpOBHE OOBEKTOB WM Ha YpPOBHE
NPUHATHUS PEIICHUH, YTO MOXKET IOBBICUTH TOYHOCTD
JUCKPETHON WM pa3MEepHOH KJIaCCH(HUKALINN YyBCTB.
OcHOBHBIE TIPOOJIEMBI BKIIOYAIOT B ce0s BBIOOD
MOAXOMSIIEr0 METOJa MPE/CTABICHUS MPHU3HAKOB M
MeToza BbIOOpa MIPU3HAKOB Ha OCHOBE
MYJIbTUMOAAJIBHOTO BXOJHOI'0 CHUIrHAJIA. Paznuunsie
MOJAJIBHBIEC CUTHAJIBI TaKXE€ MOTYT MMETH B3aMMHYIO
3aBUCHMOCTh HE3aBUCHMO OT BPEMEHHBIX HU3MEpPEHHH,
u KIaccuuKaropsl HEoOXOIMMO pa3padaThiBaTh B
COOTBETCTBMM C  IOTEHIHMAIBHOH  KOppelsiuei
PasIMYHBIX HabOpoOB MOJIaJIbHBIX JIaHHBIX.
Knaccuueckne MeTo/1bI MAIIMHHOTO 00y4YEHUSI UMEIOT
Oosiee  BBICOKYIO CKOpPOCTb M 0oJjiee IPOCTYIO
cTpykTypy. OmHako s OOJNBIIUX W MHOTOMEPHBIX
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JNAHHBIX HCCIIENOBATEId TPEINOYUTAIOT TIIyOOKOe
oOydeHmue.

PacnozHaBanue 5MouLMH  UMEET  OrpOMHOE

3HaYeHWE KaK Ui YeJOBEYECKOTo, TaK W s
COLMANIFHOTO PAa3BUTHA. TeKkymue MpoOlIeMbl W
TEHICHIIMH pAa3BUTHS pAcCHO3HABaHUS OMOIMHA B
OCHOBHOM BKJIOYAIOT TEXHHYCCKHE AaCIEKThl U
ACTIEKTHI 0€30MaCHOCTH. BO-MIEPBBIX, 3TO MOBHIIICHUEC
MPUEMJIEMOCTH ISl TOJib3oBatTenell. B HacTosiiee
BpeMsl MHOTHC JIIOAM HE 3HAKOMBI C Pa3IHYHBIMU
SMOIMOHANBEHBIMUA BBIYUCIUTEIBHBIMU JTATYUKAMH, U
MOJIb30BATEIISIM  HEOOXOJMMO HOCHUTh HEKOTOPBIC
JaTguki. UToOBI MMOBBICUTH CTETIEHb COTPYAHUYIECTBA
MONIb30BaTeel,  MPAKTHKYIOMMM  CIIEI[HAJIICTaM
HEOOXOIMMO J1aBaTh IIOJIb30BATENsIM  TOAPOOHBIE
HHCTPYKIIHH. Cucrema HCKYCCTBEHHOTO
SMOLMOHAIEHOTO  HWHTEIUIEKTAa  JOIDKHA  OBITh
OpPHCHTHUPOBaHA Ha TI0JIH30BATEIs, C OCHOBHOH ILIENBIO
3alUThI (1)I/I3I/I‘-ICCKOFO U TCHUXHUYECKOI'0 3J0pOBbA
nonp3oBarelsi. Bropoit MOMeHT - 3T0 0€301macHOCTb.
IIporiecc  pacmo3HaBaHUS — YEIOBEUCCKHX  IMOIMN
BKIIIOYAaeT B cebst cyrybo Ju4Hyr HWH(OpMAIHIo,
BKJIIOYAsi COCTOSTHHE 3I0POBBS, MECTOIMOJIOKEHHE U
(U3NONOTHYECKUE XapaKTEepPHUCTHKHU. Pacrmo3HaBaHUe
SMOLMI JOJKHO WCIIONB30BAaThCI B COIMAIBHO
MTOJIC3HBIX HMCCIICIOBAaHUAX, @ HE HCIIOJIB30BATHCS IS
CO3JIaHUS FOPUINICCKUX npobiem 1311
JTUCKPUMUHALINH. Takum o00pazom, 3ammra
KOH(HUICHIINATHHOCTH MONB30BaTeICH TakXKe craia
Cepbe3HO MPOOIIEeMOit 7Sl pacrio3HaBaHUs dSMoIuil. B
HACTOSIIIIEe BpPEeMs JCHCHTPAINU30BAHHAS TEXHOJOTHS
HUCKYCCTBCHHOTO HHTEJUICKTa MOXKET MPEOI0JICTh
OrpaHUYCHUA HCHTPAJIN30BAHHOTO XpaHCHUA
UH(POPMAIIMH U TMOBBICUTh KOH(PHUICHIIMATBHOCTh U
0e30macHOCTh JAaHHBIX. [peTHii MOMEHT - 3TO
HAJICKHOCTh M TOYHOCTh. CyIIecTByOmass MOICIh
pacro3HaBaHHs 3MOIMKA HE MOXXET UMHUTHPOBAThH BCE
ACTIeKTHl YEJIOBeUeCKUX HMonuil. PacmosHaBaHue
aMonui 9acTo Tpebyer JIOTIOTHUTETBHOM
WHpOpPMANUHU, a KPATKOBPEMEHHBIC WK MPEXOSIINe
MPU3HAKH MOTYT OTPaKaTh TOJIEKO IICHXOJIOTHYECKOE
COCTOSIHUE JIIOJICH B ONPEICICHHBI MOMEHT BPEMEHHU.
HccrnenoBanusi M0 aHAIW3y JUYHOCTH, TaKHE Kak
JUAarHOCTHKA ICUXOAMOIMOHAIBHBIX AUCHYHKINH,
TECTUPOBAHUE KOTHUTHUBHBIX crocoOHOCTEH,
UHTEJUIEKTa, TpeOyroT 6oee JUTUTEJIEHOTO
HAOIOACHUS. Takum o0pazom, W3BIICUCHC
JOJITOBPEMCHHBIX  MPHU3HAKOB  TaKXKe  SBISICTCS
CIIOKHOU 3aayeit U HAMEET Oobmoe
HCCIICIOBATEIHCKOE 3HAUCHHE.

Juiss Toro 49roOBI MONyYUTH XOPOIIYID MOJENb

pacrio3HaBaHWsl OMOLMH, K HabopamM JaHHBIX
MpeaBsBISIOTCS Oosiee cTporue TpeOosanus. Ilpu
HEIPEPHIBHOM CO3/IaHNH KPYITHOMacCIITaOHBIX

HAabOpOB JaHHBIX IMpeUMyIliecTBa O0O0ydeHus 06e3
MIPUCMOTpPa U O0YIEHHUS C OJKPETIICHHEM CTaHOBSATCS
6omnee oueBnaHbIMH. OOydeHnme 0e3 MmpHCMOTpa HE
TpeOyeT 3apaHee COXpPAaHEHHBIX OSTHUKETOK WU
cnenudukamid. bonee TOro, OH TaKKe MOXET
JOTIONTHATE  KJIacCUpUKAIMI0 0e3 HWHpopManuud o
kareropun. OOydeHHE ¢ TMOJKpPEIUICHHEM I103BOJISIET
MOJIENI MaKCHUMH3UPOBATh BO3ZHAIPAKIECHHUE 33 CUET
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MPUHIHAIA TPOO0 W OMMOOK W MOXET IOCTOSHHO
ONTHUMHU3UPOBATH [TPOU3BOAUTEIBHOCTH CUCTEMBI.
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AHHOTAILIUS

PaccmarpuBaeTcsi HM3KOYAacTOTHBIE (aKycTHUECKHE) KoJeOaHHs MOHHOTO KpHCTaJla NPH HMITYJIBCHOM
Harpy»keHUHU. YUUTHIBas OOJBIION BKJAJ KYJIOHOBCKON HEPIMH B SHEPTHUIO CBSI3U U1 MOHHBIX KPHUCTAJUIOB,
JUHAMHUYCCKUE YpaBHCHUA KOIeOaHUN 3alMCHIBAIOTCS C HCIIOJB30BaHHEM MaKCBEIIIOBCKOTO TCH30pa
HAPSDKCHUH, KOTOPBIA OmpenesieTcss BTOPsIM MOMEHTOM (E;Ey) 3IeKTPOMATHUTHOTO TOJSI HATPSDKCHHN.
AHanu3 ypaBHeHU MakcBesuia 1 ypaBHEHUH Dilfiepa NO3BOJISAIOT yCTAHOBUTH 3aBUCUMOCTh YIPYTUX MOAYJIEH OT
Cpe,I[HeKBa,HpaTPI‘IeCKOfI BCJIMYMHBI MOJIA 3JICKTPOMATrHUTHBIX HaHpﬂ)I(CHI/Iﬁ B MOHHBIX KpUCTAJLJIAX. B navanpHBIH
MOMCHT HarpyX€HHs 3Ta BCIUYUHA PABHA HYJIO, U Mbl IOJTy4d€M BCINYHUHY 00BEMHOTO MOAyJId KUAKOCTH, YTO
MOATBEPIKAACTCA SKCIICPUMECHTOM.

ABSTRACT

Low-frequency (acoustic) vibrations of an ion crystal under pulsed loading are considered. Given the large
contribution of Coulomb energy to the binding energy for ionic crystals, the dynamic oscillation equations are
written using the Maxwell stress tensor, which is determined by the second moment (E;E,,) of the electromagnetic
stress field. The analysis of Maxwell's equations and Euler's equations make it possible to establish the dependence
of elastic modules on the root-mean-square value of the electromagnetic stress field in ionic crystals. At the initial
moment of loading, this value is equal to zero, and we get the value of the volumetric modulus of the liquid, which
is confirmed by experiment.

KaioueBble cioBa. 9J‘IGKTpI/I‘{eCKI/Ie IOJIA B MOHHBIX KPpHUCTAJIAX, THAPOANHAMUKA KUAKOCTH, YPABHCHUC
Makxkcgemia.

Keywords. Electric fields in ionic crystals, fluid hydrodynamics, Maxwell's equation.

B YaCTHOCTH, OTMEYaJlaCh HO,I[O6Ha$I KHUIKOCTH
MI'HOBCHHAas peaKkuusa ICJIOYHO-TAJIOUIHBIX
KPHUCTAJIJIOB HA KOPOTKHUEC UMITYJIBCHI JIaBJICHUA.

Beenenne. loHHBIE KpHCTaUIBl 00pa30OBaHBI
METAJUIMIECKUMH M HEMETAITIMUYECKUMH JIEMEHTaMH.
B uWOHHBIX KpHCTaIax HEKOTOPHIE AJIEKTPOHBI

CTAHOBSTCS «OOMIMMU» IUISI BCEX aTOMOB. [lomoOHOE
MOBE/ICHHE JJIEKTPOHOB XapaKTEPHO Ui METAaIJIOB.
Iockomeky wonst Na* u Cl° mpexacrasmsior He
HEHTpaJbHBIC aTOMBI, a 3apsDKCHHBIC HMOHBI MEXIY
HUMH JIeHCTBYIOT OOJbLIME 3JIEKTPOCTATHYECKHUE
CHJIBI, KOTOPBIE U BIHSIOT HA PaclpoCcTpaHEHUE BOJIH B
9TUX KPHUCTAJLIAX.

B paborax [1, 2] ObulM mpencCTaBIICHEI
UccieJ0BaHNs 0COOCHHOCTEH OTKIIMKA TBEP/BIX TEJl Ha
BO3JIEHCTBIE HAHOCEKYH/IHBIX UMITYJIbCOB JIABJICHHS U
oOpaiiajioch ~ BHUMaHMe  Ha  peJaKCallMOHHbIE
MPOLIECChI BOJIM3H OBEPXHOCTH BO3JICHCTBUSL.

Ha puc.1 mpencraBieHbl pe3yiabTaThl U3MEPEHUN
aMIUTATY/I WUMITYJBCOB TPOJOJIBHBIX U TOMEPEYHBIX
BOJH TIpH JIa3epPHOM BO30YKICHHUHM HMITYJIbCHBIX
naBieHUn B nOHHBIX Kpuctamwiax NaCl. IlpuBeneHst
HOPMHPOBaHHAs 3aBUCUMOCTb U3MEHEHHUS aMILIUTY bl
HMITYJIbCOB  MPOJOJILHOM  BOJIHBI  OT  TOJILIUHBI
o0pa3smoB — Gl W COOTBETCTBYIOUIHE 3TOMY
Harpy>KeHHI0 aMIUIUTYAbl HMIIYJIbCOB TONEPEeYHON
BOJIHBI — Gt.
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Puc. 1. Hopmupogannas 3agucumocmo amnaunyost o1 (h) u umnyascog nonepeunot onnwt — ot (h).
Takoe wW3MeHEHHWE aMIUTUTYA  HMITYJIBCHBIX
HalpsKEHUW BO3MOXKHO IPU YCJIOBUHM, TOTO, YTO % + divpV =0, (1)
MrHOBeHHbIH ko3 durment  Ilyaccoma  v=1/2 o

penakcupyromuii B JajJlbHEWIIEM K
PaBHOBECHOMY 3HA4EHHUIO.

OOBIYHO MOJNATAIOT, YTO 3THU KPUCTAIUIBI COCTOST
U3 CllerKa HCKaKEHHBIX JIOKAJM30BAaHHBIX MHOHOB,
B3aUMOJECHCTBYIOIUX IIOCPEACTBOM
ANEKTPOCTaTUYECKOTO Mot [3].

PaccMoTpuM akycTHueckne KoneOaHust B HOHHBIX
KpHCTaJIaxX MoJaras, 4To TaKas CHCTEMa SBIIAETCS
OJHOPOIHOI, HM30TPOMHON u OMHCHIBAETCS
IUIOTHOCTBIO P, AABJIEHUEM P 1 MaccoBOM CKOPOCTBIO
yacru V.

B pesynpraTte cMemieHHs HOHA U3 MOJOXECHHUS
paBHOBecHsI B  TakOM  KpHCTalyle  BO3HHMKAET
JUTONBHBIA MOMEHT, HOPOXJIAIOIIUKA KyJIOHOBCKOE
Mojie, COCTOsAIIee M3 MAaKPOCKOIMYECKOTO TMOJId |
JlopennieBoro  monst  [4].  Ilpm  3ToM  yder
JIe(pOPMHUPYEMOCTH M TOJIIPU3YEMOCTH COOCTBEHHO
HMOHOB TpedyeT Jpyroro MoOAXoAa K BOIIPOcaM
JUHAMUKH, TaK KaK 3TH HapaMeTpbl ONpPEeNsIOTCs
JJIEKTPOHHOM IOJCHCTEMOH M HE MOTyT OBITh
BKJIIOUCHBI B TEOPHIO KOJEOAHWH PpEIeTKH, HCXO.s
JUIIb U3 PA3JIOKEHHS PEIIETOYHOIrO IMOTEHIHANa
TOJIBKO IO CMEIEHHUSIM HOHOB.

IMosToMy mpu (EHOMEHOJIOTHYECKOM BBIBOJIE
ypaBHEHHUH JBYDKEHUS KOMITOHEHTHI
MaKpOCKOIIMIECKOTO MIEKTpUUIecKoro mois E; ciexyer
paccMaTpuBaTh Kak HE3aBUCHMBIC JTUHAMUYECKHE
TIepEeMEHHBIE.

B snexkrposmHaMuKe CIUIOMIHBIX Cpen, OOBIYHO
paccMaTpuUBalOT ~ MaKpPOCKONUYECKHE  BEIHMYUHBI
YCpelHsi COOTBETCTBYIOIIME MUKPOCKOIHUYECKHE.
Ilone E; sBisieTcs ciy4allHON BETUUMHON, Y KOTOPOH
nepBbIidi MOMEHT paBeH Hyto (E;) = 0.

IToaToMy ypaBHEHUS ABMKESHUS DHjepa TOKHBI
BKJIIOUaTh MaKCBEJIOBCKUII TEH30p HaIpPSDKEHUH,
KOTOpBIA KBaJApaTHUYE€H OTHOCUTENbHO mojsi E; u
omnpenensercs teuzopom (E;, E,) [5].

HcxonHoll cucteMoil ypaBHEHUIl Al U3y4YEHUs
JIBIDKEHUSI CIUIOIIHBIX CpEX SIBISAIOTCS ypaBHEHUS
Oiinepal5]:

CBOEMY

% +0k0n =0, (2)

rged, = ——
Ae 0y Xy
Jlns TeH3opa IUIOTHOCTH TMOTOKa HMITYJIbCA Oy
3aIneM COOTHOIIICHHE, YUUTHIBAIOIIEE
3JIEKTPUYECKYIO COCTABIISIOILYIO 10JIA [5]

;
T = PViVie + P8y — ((EiEy) — (E?) °/5) —
(3)

P — JaBJICHUE, £ -
JAH3jieTpudyecKas MPOHULLAeMOCTb.

B  ypaBHemmum (3) [OpHUCYTCTBYEeT  TEH30p
HamnpspDKeHUd MakcBemia, KOTOpBI  ompenensercs
BBIPaKCHUEM:

5.
(EiEx) = (E*) "/,
3anumiem ypaBHenue MakcBesna st E; [6]:

% = Erotiﬁ — 4maV;, (4)

IJle ¢ — IWIOTHOCTB 3JIEKTPHYECKOTrO 3apsaa, B —
BEKTOP MHIYKIIMA MarHUTHOTO ITOJIS.

Jnsa naxoxnenns E;E), ymaoxum (4) Ha E, u
CUMMETpU3yeM TPOU3BEJEHUE IO HWHAeKcaM 1 .k
(1,2,3).

VuuThIBas, 4TO paBHOBECHOE NoJie E cymecTByeT
B HEMOJBIHOM cHCTeME KOOPAMHAT M IO3TOMY
MHBapUaHTHO OTHOCHUTENBHO peoOpa3oBaHuN
Tlanunes [5]:

B'=B+[VES, (5

ra€ KBaJApaTHBIC CKOOKM O3HAYaroT BEKTOPHOC
TIPOU3BEACHUEC, MOXKEM 3allMCATh:
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%(EiEk) = Eroti (E_? + [V, E] E) Ep + V(@ t) = V(k w)ekwt (17)
= = = 4

ETOtk (B +[V,E] E) E; - % (ViEy + VkE)) (6) [Moncragnss ~ (11) B (10)  momyuum
JTUCTICPCUOHHBIC COOTHOIIICHHUS:
Ilocne ocpennenus (6) [4], wienamu — V;Ej, +
ViE;, MOXHO TIpeHeOpeUb, BBUIY WX HEITHHEHHOCTH. 2 _ (Edz ;2 (12)
12mpg

PaccmaTpuBaeM cpesly, B KOTOPO# MarHUTHbIE MOJIS —
B Manbl mo cpaBHEHUIO C 3JeKTpuyeckuM — E u
nostoMmy  B3aumogeiicteuem momeii B wum  E
npeneOperaem. [ u30TpomHO# cpenst [3]:

(E;E}) = (Ez)@ =const (7)
C ydeToM 3TUX KOMMEHTapHeB U BeIpaxeHus (7)

u3 (6) monydum Uit aguabaTHYEcKOro Ipoiecca
JMHeapu30BaHHbIe ypaBHeHus s (E; Ey ):

a E?2
E(EI) ==2(d,V, + dsvs)?
a E?
E(Ez) =-2(dV; + d3V3)?
a EZ2
a(E3) ==2(d,V; + dzvz)?

a (E3)
E(E1 E;) = -2(d,V; +d2V1)TO )
) (E%)
a(ﬁl E3) = _2(d1V3 + d3V1) T
d (E%)
7t (Ez E3) = —2(d,V3+d5V5) 3
0 0
7t (Ei Exs) = 7t (Ex E)
PacnpocTpaHeHue 3Byka — aauabaTHuecKuit

mpoIiecc U Mmo3ToMy B (3) HE YYUTHIBACTCS TEILIOBAs
COCTaBJISFOIIASL.
Torna 3anumem (2) ¢ yaerom (3) B BuIE:

0:V; + 0y [Syec?p — ((EiEk) -
%%/, ) 1L =0, 9

4m po

ap
rae ¢ = 35’ Po — PABHOBECHAsI ILTOTHOCTS.

Huddepennupys (9) no Bpemenu ¢ ydetom (8)
[IOJIyYUM CUCTEMY YpaBHEHUI:
atzvl - Czal(alvl + 62V2 + a3V3) - [A2V1
(E)
+ al(alvl + 62V2 + a3V3)] Ff)o

atZVZ - C262(61V1 + 62V2 + 63V3) - [AZVZ

E¢)
+ az(alvl + 62V2 + a3V3)] F(;)O
atZV3 - C263(61V1 + 62V2 + 63V3) - [A2V3 +
2
05(01V; + 0,1, + 05Vl (10)

Nmem pemrenue (10) B Buze:

2 _ 2, (e, 2
w* =(c +—6np0)k (13)

CootHomernne (12) moxydeHo Ui MOTEepPEeYHBIX
BOJIH, a (13) Ay mpoIOIbHBIX BOJIH.

CKOpOCTH MOMEPEYHBIX — Ct U MPOJOJIbHBIX — Cl
BOJIH PaBHBI:

(E§)e
127p” !

2 4 (Eg)s

(14

Ipu (EZ) = 0 ckopocTh TonepedHoil BOMHbI ct =
0, ¥ HCXOAs W3 COOTHOIICHHI TEOPUH YIPYrOCTH

1
cieayert, 4to kodddumment Ilyaccona v = 7> TO ecTh

COOTBETCTBYET *KHUIKOCTH.

TakuM 00pa3oM TpenCTaBIEHHAs  MOJIEIb,
YUUTHIBAIOINAS KOMITOHEHTBI 3JIEKTPHYECKOTO OIS
IIPU BBIBOAE YPAaBHEHUI IBIDKCHUS, IOATBEPXKIACT
9KCTIEPUMEHTAIbHbIEC Pe3yIbTaThl, IIPUBEICHHBIE B [1,
2].

[TpensoxeHO MpH BBHIBOAE YPaBHEHUI JIBHKEHUSI
MOHHBIX KPUCTAIJIOB KOMIIOHEHTBI JJIEKTPHUYECKOTO
THOJISL PACCMATPUBATh KaK HE3aBUCUMBbIE TMHAMUYECKHUE
HepeMeHHBIE.

B ypaBHEeHHs cOCTOSHUS MaTepHaa 100aBIseTcs
MakcBe1oBCcKHil TeH30p HanpsbkeHuid. [lokazano, 4To
TIoTIepeyHble MOJBI KoJeOaHni B TaKMX MaTepHhaiax
OTIPEIETISIOTCS XapaKTEePUCTHKAMH
CaMOypaBHOBEIIEHHOTO dJIeKTprdeckoro nos (EZ)e.
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