®I'BOY BO «HOBOCHUBHUPCKHI TOCYIAPCTBEHHBIA MEJULIMHCKHIA
YHUBEPCUCTET» Munznpasa PO
PETMOHAJIBHBIN [IEHTP BBICOKUX MEJULIMHCKUX TEXHOJIOI'MIA

NCTHUHHAS HOJIMIUTEMMUSI:
IATOT'EHE3 COCYAUCTBIX OCJIOKHEHUM,

KIMHUKO-MOP® OJIOI'MYECKUE OCOBEHHOCTH
TMOPAKEHHMS CJIU3UCTOMN OBOJIOUYKH XKEJTYIOYHO-
KHUINEYHOI'O TPAKTA

AreeBa TaTbsiHa ABrycTOBHA

Hosocubupck

WHO-2017 knaccudpukauyma
muenonponndpepaTtMBHbIX HEONNA3UM

*  MPN — 3710 reTeporeHHas rpynna XpOHU4YEeCKUX Heonnasum, BO3HUKLLNX
N3 MYILTUNOTEHTHBIX MUENOUAHBLIX NPeaLweCcTBEHHUKOB
+ BOB3-2017 Bblgenun ase rpynnsl MIMH: BCR-ABL+ n BCR-ABL—

N

BCR-ABL-positive BCR-ABL-negative

~J

* Muenocubpos (PMF)

* UctnHHasa nonuuutemus (PV)

» AcceHumanbHasa TpoMGouuTemus (ET)

* XpOHUYECKU HeUTPOpUNbHbLIN
newnko3 (CNL)

* XpOHUYECKUN 303UHODUIBHBLIN
newnko3 (CEL)

* MuenonponudepatmBHas onyxonb,

HeKnaccmpMuMpyemaﬂ
MPN, myeloproliferative neoplasms; WHO-2017, World Health Organization.

04.05.2021



O6uwue csoirctea MPN:

KNMHUKO-/TIABOPATOPHbIE

*  [MnepnpoayKumsa ogHOro Unmn 6onee POCTKOB KPOBETBOPEHUA MPU
OTCYTCTBUM/HaPYLIEHUN PETYANPYIOLLIMX CTUMY/IOB

* Tpomb603bl ¥ remopparmm
*  DKCTpameapynnsapHbIi remonoas
* TpaHcdopmauUs B OCTPLIN IEKO3 UK pa3BUTUE Mnenodmbposa

KOCTHOMO3IOBbIE

*  YyacTve NAPUNOTEHTHON reMOMNO3TUYECKOW KNETKU-NpeaLlecTBEHHMULbI
*  [MNepKNeTOYHOCTb KOCTHOTO MO3ra M ANCNIa3MA MerakapmMounTos

* HesaBucumoe OT GpaKkTopoB PocTa GopMMUPOBAHME KONOHUIA in Vitro

KAPUOJIOTNYECKUE U BUOJIOTMHYECKUE MAPKEPbI
*  XpomocomHble aHomanmun —1,8,9, 13q,20q.

¢ MyTtauma JAK2V617F, MPL, CALR v gp.

ANarHocTMyecKum anroputm

Homospenne na MITH (HIL. 3T, IM®)

H CETHO MHTE ETOPHYHEIE T EHHA U Pear
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UcTUHHaA noanmyntemus

* WUctnHHaa nonnuutemma (PV, sputpemusn, 6onesHb Bakesa)
— XpOHMYecKkan muenonpoandepaTmMeHasa onyxoab, B OCHOBe
KOTOPOM MMEEeT MECTO KJ0Ha/lbHOE YBENMYEHME NPOAYKLUY
3PUTPOUAHOIO POCTKA, HE3aBMCMMOE OT HOpMasibHbIx [
MEXaHU3MOB peryaauum spntponossa.

* PV conpoBoxpaeTca:

» nponndepaumen 3pUTPONAHOro, rpaHyIoLMUTapHOro,
MErakapMouMTapHOro pOCTKOB MMENON033a, C
npeumyLLEecTBEHHON Nponndepaumein apuTpPoMaHoro
pOCTKa KPOBETBOPEHMUS,

» yBe/IMYEHNEM YNCNA IPUTPOLUTOB M NOBbILLEHNEM YPOBHSA
remorsiobmHa B neprudepmnyeckomn Kposm,

» TpomboumTo3oMm,
» NerKouuMTo30M B nepudepryeckoin Kposm (NaHMmenos)

WHO 2017 (4-a pegaKkuus)
Kputepun uctuHHon nonmuutemun (PV)

* TnaBHbIe KPUTEPUHU
1. Hb>16,5 g/dL ast MmykumrH

Hb>16,0 g/dL ast xentma M

Hct >0,49 mis MmyxuuH

Hct > 0,48 ms sxeHIH
WJIN yBenuuenue >25% yposust spurporuto (RCM) Hag HOpMabHBIM 3HAYCHHEM
2. [MCTONOTHYECKOe MCCIeI0BAHNE KOCTHOTO MO3ra
3. Myrammsa JAK2 V617F wm JAK2 12 s3x30H

MuHOpHBI KpuTepHuii

CyGHopMmanbsHO#H ypoBeHs EPO

1151 yCTAHOBNCHMSI HATHO3a HCTHHHON HONUIMTEMUN HEOOXOXHUMBI

3 mIaBHBIX KPUTEPUST WM NEpBbIe 2 TIIaBHbIE U | MUHOPHBIN KpUTEPUN.

BAJKHO: nonyckaercsi HeBBIIOIHEHUE TPENaHOOUONICHM KOCTHOIO MO3ra IpH
abcomotHoM sputponurose (Hb>18,5, Het 55,5% y myx u Hb>16,5, Het 49,5% vy sxen)
OJIHAKO: na stane nuarHoctuku PV oreHka ¢pubpos3a cTpoMbl B KOCTHOM MO3TE,
BBLABIIIEMOTO 110 20% citydaeB, UMeeT BaKHOE IPOrHOCTUYECKOE 3HAYCHHE, SBIIAACH
IpeAnKTOpoM TpaHcdopmanuu B noct-PV muenopudpos
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Cocyaucrtbie ocnoxXHeHua npu PV

OAHOBPEMEHHAA CKJOHHOCTb KaK K TpomM603am, TakK U K KPOBOUZ/INAHUAM
ABNAETCA YHUKANIbHOWU 0cO6eHHOCTbIO noanuuTemun!

CMMNTOMBbI, 06YC/I0BNIEHHbIE YBEAMYEHMEM MACChI LIUPKYTUPYIOLLUX SPUTPOLUTOB

. NMoBbIWEHWE BA3KOCTM —>  HapyLlEHWMEe MUKPOLMPKYAAUMM  (3amespnieHue
KPOBOTOKa+CTa3bl) - noBbiWeHne nepudepuryeckoro COCyAunCcToro
COMPOTUBNEHUA —> COCYAMUCTblE pPacCTpolicTBa (apTepuanbHasd TrMNEPTOHMS,
uepebpanbHble PacCTPONCTBA, UILEMUYECKME UHCYALTLI, MHOAPKTbI)

. naetopa (rMnepemus vua, CAM3NUCTLIX, KUCTEN PYK, MATKOTo HEGA)

. YyBCTBO apa

. yMepeHHas criieHomMeranus

. CNAeHOMeranusa: YCWIeHHOoe [enoHUMPOBaHWE W  CeKBecTpauusa (GOpPMEHHbIX

3/1eMEHTOB KPOBMU

CMMNTOMBI, BbI3BaHHbIe NpoaudepaLlmen rpaHy1o0LUTOB U TPOMBOLUTOB

J 3HauuTeNbHaA CNEHOMEraaus —> MUeNouAHas MeTannasua  (MHOapKTbI
cene3eHKU, KOMMPECCUSA KeNyaKa, KULLEYHWUKA, 1eBOM NMOYKM)

. NeBbI CABUT B IeMKOUMTApHOWN dopmyne

° renatomeranus, xonenutunas, pubpos — nopTanbHas runepTeH3us

o ApTepunanbHas runeptoHua y 40%

. HapyLueHne obmeHa MOYEBOM KUCIOTbl —> YPaTOBbIM AMATE3 —> MOYEYHAA KONUKA,
nogarpa
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Cocyauctble ocnoxHeHUA npu PV:

e o o ju

MuUKpococyaucrtblie (58-80%)

3pUTPOMENANTUS;

ronoBHble 60nu;

npexoaslme HapyLleHUa 3peHns, CTEHOKapaua u 4p;

TPOM603bl apTepuanbHbIX U BEHO3HbIX COCYA0B —>

HeKpOo3bl NasIbLLEeB HOT, CTOM, FroNeHeM

TPoM603 KOPOHAPHbIX COCYA0B —> OCTPbIA MHOAPKT MUOKapaa
nepemerKatoLanca XxpomoTa

Tpombodnebutsbl

TI/1A (TPOMBbI TYBOKMUX BEH HUIKHUX KOHEYHOCTEN)

TPOoM603 BOPOTHOW BEHbl —> NOPTasIbHaA rMNEPTeH3UsA —> CrIeHOMEraums, acumTt

remopparmm M KpoOBOTEYEHUSA — CMIOHTaHHbIE U CMPOBOLIMPOBAHHbIE
(KpOBOTOUMBOCTb AECEH, MOC/E IKCTPAKL MK 3yHa)

ABC — CMHAPOM C I0Ka/IbHbIMW Y MHOYECTBEHHbIMW TPOMB03amu U
KPOBOTEYEHMAMM (TpoMBOreMopparmMyecknin CUHAPOM)

Yactota Tpom6030B Yy 60/1bHbIX C UICTUHHOW NoAUUUTEMUEN

(Menukaun A.N., FTHU, MockBa, 2014, n=54)

Bl Hanuuue TpomGozoB
[l OrcyTtcTBue Tpom6G030B
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XapakTtep TPoM6030B npu pa3sHbix hopmax
MuenonponucgepaTUBHbIX OnNyxonen
(MenuksaHn A.1., THL, Mockea, 2014)

APTEPUAJIbHBIE BEHO3HbIE CMELLAHHBIE
30 1 27,7%
e 35 - 3L8% 46 13,6%
25 |
20 ]
14,2% 1
15 4 5,5%
10 ]
5 |
o |
B WctuHHasa nonmumTtemmns (n=20)
B MepBuuHLI Muenoduépos (n=14)
AcceHuyunanbHasa TpoMGouutTemus (n=22)
Cocyauctbie ocnoXXHeHua npu PV:
1. mukpococyauctbie (58-80%)
. 3pUTPOMENanrus;
. roNoBHble 601 U MUTPEHMY;
. npexoAsliMe HapyLWeHUsa 3peHns, CTEeHOKapAUA + NOpParKeHUe CAU3UCTbIX
o6onouek!
2. Tpom603bl apTepPUabHbIX U BEHO3HbIX COCYA0B —>
. HeKpo3bl NasIbLLEB HOT, CTOM, FONIeHeN
. TPOoM603 KOPOHAPHbIX COCYA0B —> OCTPbIA MHMAPKT MUMOKapaa
. nepemesKaroLLanca XxpomoTa
. TpombodpnebuTbl
. T3/1A (TPOMBbI TNYOOKMUX BEH HUMKHUX KOHEYHOCTEM)
. Tpom603 BOPOTHOW BeHbl —> MOPTasibHasA r’MNepTeH3ns — CraeHoOMeranus, acLuuT
3. remopparuun U KPOBOTEUEHUSA — CMIOHTaHHbIE M CNPOBOLMPOBaHHbIE
(KpOBOTOUMBOCTb AECEH, MOC/E IKCTPAKLMM 3y6a 1 Ap.)
4.  ABC— CUHAPOM C IOKaNbHbIMU U MHOXECTBEHHbIMU TPOMB03amMu 1
KPOBOTEYEHMAMM (TpoMBOreMopparMyecknin CMUHAPOM)
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MuKpococyaucTble noparKeHus:

Beaywmm cuHgpomom npu PV aBnaeTcs nneTopuyeckui,
KOTOpPbIM 06yCNOBAEH NOBbILWEHHbIM COAEPKaHNEM
3PUTPOLMTOB, YTO MPUBOAMUT K U3MEHEHMIO BA3KOCTU KPOBU U
CUCTEMHbIM MUKPOLMPKYNATOPHbLIM HapyweHuam (McMullin
M.E., 2005; MomoT A.I., 2011)

Y nauMeHTOB Hanboee YacTo PErUCTPUPYIOTCA HaPYLLEHUS
MO3roBOro U KopoHapHoro KposoToka (Landolfi R. et al., 2008;
V. de Stefano et al., 2008; Zoraster R.M. et al., 2013).

MuKpococyaucTbie nopaeHus:

OaHaKo, CornacHo pesynbTaTam UCC/IeA0BaHUN, TaKKe
O0BO/IbHO YAaCTO BCTPEYAKOTCA 3PO3UBHO-A3BEHHbIE AedeKTbl
ractTpo-ayoaeHanbHol 30HbI (MeTtpywa O.A. 1 coasT., 2002;
Torgano et al., 2002), 1 3a4acTyto OHM BbIABAAIOTCA TONbKO
Npu PasBUTUN KeNyaoUYHO-KMULLIEYHOro KPOBOTEYEHUA
(Landolfi R. et al., 2006)

CMMNTOMbI MOPaXKeHMA XKenyaoHHO-KULLIEYHOTo TPaKTa
MaCKUPYOTCA APKUMMU MPOABIEHUAMM NIETOPUYECKOTO
CUHAPOMa U YXOAAT Ha BTOPOM NJ1aH B OLEHKE KAUHUYECKOM
KapTuHbl (McMullin M.E. et al., 2005).

YunTbiBaA OTHOCUMTENbHO 61aroNPUATHLIN NPOrHO3 TeYeHUA
PV c TpaHcdopmaumeir B OL meHee 5% cnyyaes, aBnaetca
uenecoobpasHbiM 06paTUTb BHUMaHWE Ha BUCLLEpONnaTum,
COMpoOBOXKAaloLMe TeYEeHNE UCTUHHON NOAULUTEMUN U
CHUMKAlOLLME KAaYeCTBO }KU3HM NaLMEHTOB-A0/ITOXUTENEN
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Llenb nuccnepgoBaHua:

aTb OLUEHKY KIMHUKO-MOPPONOrMYEeCKUM
0COBEHHOCTAM MOpPaXKeHMA CAN3UCTON 060104YKN
BEPXHUX OTAE/I0B }KENYA0UYHO-KMLWEYHOTrOo TPaKTa y
60NbHbIX UICTUHHOW NOANLUTEMUEN B Pa3Hble Nepuoabl
HabnoaeHns

MarepuaJj 1 METOIBI:

* [Taunents! U1 Ha MOMEHT BepudUKaK AUarHosa, N=54
* Tauuents ¢ UIT neprox Habmoaenus 10 5 net, n=35)

* TlanmeHThl ¢ CHMIITOMATHYECKUM 3PUTPOLTO30M, N=25

* [auenTts! ¢ H. pylori-mo3utusaeiM ractputoM, N=30
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Kputepuu a5 ¢gopMupoBaHus rpynnbl
ooabHbIX UII:

Brirouenus:

YCTAHOBJICHHBIN TUAarHO3
UIT | wiu |l ctagun.

HUckaroueHnus:

* BO3pact crapuie 30 yerT;

* |ll cragus 3a0omeBanus

Kpurepuu nis popmupoBaHus rpynmnsl 00J1bHBIX €

CUMIITOMATHYCCKHM 3PUTPOHUTO30M:

Bxiarouenus:
HII uckmroueHa;

B aHamuese XOBJI 6e3
JICUEHUSI CUCTEMHBIMHA

I'KC,;
JIH 2, 3 crenenu;

YPOBEHb 3HJIOTCHHOT'O
OI10 BblIIE
pedepeHCHBIX 3HAYCHUM

HUckarouenud:

HapaHeoIIacCTHYECKUe
SPUTPOLIUTO3BI
(3a00eBaHMs TTOYEK)

BPOXK/JICHHBIE TOPOKHU
cepaua
Ipyrue 3a001eBaHus
JIETKUX

JIH 1 crenenu

Jleyenue cucTeMHBIMUA
I'KC

Bospact crapuie 80 et
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Kputepuu 1is ¢popMupoBaHusi rpynnbI
H.pylori-mo3auTHBHBIM racTpUTOM

Braroyenus: HUckiouenus:
* Bo3pact 40-70 ner * Bospacr crapuie 70 net
* DPO3UBHO-S3BEHHBIEC » HIIBC-racrponaruu
ITOPAXCHMA JKCITYIKa C * XPOHUYECKHE SA3BbI

KITMHUYECKUMU
* DHJIOCKOIIMYECKHE
MPOSIBIICHUSIMU pHAHAKH
* 00CeMEHEHHOCTH 3JI0KQ4€CTBEHHOTO
Helicobacter pylori HOBOOOPA30BaHHUS
CIIM3UCTON 000IOUKHU
KEITyIKa

JAn3aiiH ucciae10BaHus:
Kinanko-6noxuMudeckoe ucciaenonanue, OKI,
VIIBTPa3BYKOBOE MCCIICIOBAHNE OPTaHOB OPIOIITHOM
ITOJIOCTHU

OIJIC+ Ouorcust CIU3UCTON 00OIOYKH AHTPAIBLHOTO OTAENA

JKEITyIKa

HOKpaCKa MUKPOIIPEIIapaToB ('I‘eMaTOKCIUII/I-'BOTSHH, o

T'um3a, o Bau ['u3omny);

OKc(y3un KpoBU

OIJIC ; Guomncus CIU3UCTON 000IOYKH aHTPATBHOTO
OTJIeNIa KEITYIKa;

[ AUATHO3 UIN Gbin BbicTaBACH Ha ocHoBaHWKW BO3-kpuTepues

04.05.2021

10



KnunHuko-nabopatopHble meTtogbl UCCef0BaHUA:

* KnunHuyeckue: }kanobbl, aHaAMHE3, HanUYMe cepaeyHo-
cocyamcTbix GaKTOpoB pUCKa (NepeHeceHHble MHPAPKTDI
MWOKapAa, UHCYNbTbl, TPOMB03bl: BEHO3HbIE UK
apTepuanbHble)

* JlabopaTtopHbie: 06WKIA aHANN3 KPOBU, BUOXMMUYECKNIA
aHa/IM3 KPOBMU, KOary/siorpaMmma, YpOoBeHb SHA0TEeHHOTo
9MO, Hannume mytaunm JAK2 V617F nnn JAK2 12 sK30H

° TpenaHo6moncvm KOCTHOro mo3ra

* PeHTreHoraduna opraHoB rpyaHON KNETKN,
YNbTPa3BYKOBOE MCCAe0BaHME OPraHOB BPHOLIHOM
noJsiocTu

* WccnepgoBaHue cocygoBs rasHOro AHa

* 330¢daropmnbporactpoayogeHockonua + buoncua
CAN3NCTOM 060N104KN aHTPAIbHOIO OTAEeNa XKeNyaKa

I'IaTomopcbonoquecme meToabl uccnenoBaHuA:

* OKpacKa rmMcToNorM4eckmx cpe3oB BMONCUi Kenyaka
reMaTOKCUJIMHOM M 303UHOM, NMo BaH M30Hy, no Mmm3a

* OueHKa MMUKPOCKOMUYECKMX M3MEHEHUIN CAU3UCTON
060/104KM AHTPAIbHOTO OTAENA Kenyaka no wkane Dixon
M.F.(1996)

* [oAacyeT KNeTo4yHOoro coctasa MHPUAbTPATa COBCTBEHHOM
nnactmHkm CO aHTpanbHOro otaena *enyaka (%)

* CpegHuit gnameTp cocyaoB CAM3NCTON 060104YKK
aHTPA/IbHOTO OTAENA Kenyaka (MKm)

* YucneHHaa nnoTHocTb (Nv), 06BbEMHaAA NnoTHOCTL (VV)
COCYZ0B C/IN3MUCTOM 060/104KM aHTPAIbHOIO OTAENA
enyaka

* O6bémHasn nnotHocTb (Vv ,%) »Kenes 1 KonnareHoBbIX
BOJIOKOH C/IM3MCTOM 060/104KN aHTPANbHOIO OTAENa
XKenygka

04.05.2021
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Bu3ya/ibHO-aHANOroBas WKaNa OLEHKU
XpoHuueckoro ractputa (Dixon M.,1996)

Hopua Caaas 1+]  Cpeguns|2+]  Camewas (3+]
CreneHs o6cemeHeHnst ~
Helicobacter pylori =

Crenexb MHOUNLTPaLUK
NONVMOPHHOAAEPHBIX
NenKouuToB

CreneHb MHGUNLTPaLUN
MOHOHYKNIEaPHBIX KNeToK

Cragws atpodumn
aWTpansHoro otaena

Cragua arpodmn
yHpansHoro oTaena

Craavs KuweyHon
meTannasuu

CraTucruueckue METO/bI:

Kputepuit Ctbrogenra
Kpurepuii y2 (kcu-kBaapar)
Kpurepuit Manna-Yutau

Kpurepuit Mak-Humapa

04.05.2021
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YacroTa BCTpeyaeMoCTU racTpoIHTEePOsIOrM4YecKkux
¥Kanob B nccnegyembix rpynnax Ao neyeHuA

CHIDKCHHE aIlIeTUTa
pBoTa
ropedsb BO PTy

IMCKOM(OPT B SIUTacTpHu

TOIIHOTAa

nu3xora

00Jb B 3MIUTacTpHU

¥ VcTHHHAS TIONUIATEMUST B CHMITOMATUYECKUH SPUTPOLIUTO3
® H.pylori-no3uTHBHBI racTpuT

XapaKtep 3HA0CKONMUYECKUX U3MEeHEeHU B
dHTPA/IbHOM OoTAeNe XKenyaKka B uccnengyembix

% rpynnax Ao ne4yeHuA
100 90

90

80

70 M H.pylori-no3auTuBHbIN

60 ractput

50
50 48 B UMM Bnepsble BbiABAEHHaA

37
40 37 30
30 - 23, M CMMNTOMaTUYECKNiA
20 | 3pUTPOLMTO3

10 -

rmnepemus OTEK ycunexue
cocyamctoro
pUCyHKa
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Bbipa)KeHHOCTb MUKPOLUPKYAATOPHbDIX
paccTpoucTs

YacToTa 3p03UBHO-A3BEHHbIX U3MEHEHUI
CNU3UCTOI 060/104KM AaHTPANBbHOrO OTAENA

% »enyaKa B rpynnax
60
50 -
40 |
30
20 -
10 B OcTpble 3pO3un

0 - B XpoHHYECKHE IPO3UU

o8 = SI3Ba ocrpast

04.05.2021
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O6cemeHéHHOCTb H. pylori
CNU3UCTO 060/10UKHN
AHTPaNbHOrO OTAENa }KenyaKa

14 |
M H. pylori-
12 NO3UTUBHbIN
10 1 racTput
8 7 ® UM snepsble
6 - BblABNEHHaA
4 ,
2 B UN cTaxk go 5 net
0 ,
v‘z‘& ‘\Q@% %\é”q‘ B CUMMTOMATUYECKHMIA
\xs'b\\ Q,QQ’ ,5!*@ 3puUTpOLUTO3
‘S’;b *“‘ 6O\Q
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%

AKTUBHOCTb BOCNasIeHUA B

dHTPa/ZIbHOroO oTAeNa XKenyaKa

cnm3suctor obonouke

80
70 B HP-ractput
60
50
40 B UM Bnepsble
30 BblAB/NIEHHaA
20
10 - WM ctax po 5 net
0 i
Q Q Q
K 2 L&
ST Qz‘?‘ *932‘ B dputpounTos
q\@ @z \Q'b
@'{?‘ N\ &
XapaKTep 9HA0CKOMUYeCKux U3MeHeHui B
dHTPAa/IbHOM OTAe/1e XKenyaKa nocne ne4yeHuA
%
60

rmnepemms OTéK ycunexue
cocyamctoro
pWCYHKa

B UM Bnepsble BbIABNEHHAA

W UM cTax po 5 net

 CUMNTOMAaTUYECKUI
3pUTPOLUTO3
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CknepoTtuyeckne nameHeHusa npu UM, arpodpus
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