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Peokum eapuanmom napanpomeuHeMuyeckozo 2emoonacmosa, 0ebiomupyowezo ¢ nopaxceHus nepugepuieckou
Heperotl cucmemsl, sgasemcsi POEMS-cunopom (Polyneuropathy — noaunesponamus, Organomegaly — opearo-
mezanus, Endocrinopathy — srnooxpunonamus, M-protein — M-npomeun, Skin Changes — kooicrole usmenenus).
Ha nepsoe mecmo 6 KauHuke OAHHO20 OHKO2eMAMONOSUYECKO20 3a001e6aHUsL 8bIXOOUM NPOSPECCUPYIOUAS CEHCO-
MOMOPHASL NOTUHEBPONAMUSL, ABIAIOWAACA NPUYUHOU NEePBULHO20 00paujenus K Hegpoiozy 3d00n20 00 OKA3aHUs
NPOPUILHOU 2eMamonocuyeckoll novowu. B cmamve npuseden 0030p HAyuHbIX NYOIUKAYULL NOCTEOHUX Jiem, NOCES-
weHHbIX amomy 3abonesanuro. Obcyxcoaromes e2o namozeHemuueckue mexanusmol. Ilpeocmagneno cobcmeentoe
KIuHUYeckoe Habniodenue nayuenmku 62 nem, 3abonesanue Komopou 0e0lomuposano ¢ NOIUHespOnamuu, Conpo-
gooicOarowelics usMeHeHUsMU nokasamens M-npomeuna, opeanomezanueti npyu OMCymcmeuu KOCMHO-0eCmpyKmue-
HbIX USMEHEHUll, Ymo 3ampyoHuio npoyecc ouaznocmuku. Cpeou 0ONnoTHUMenbHbIX KIUHUYECKUX NPUSHAKO8 HAOM0-
oanucy auxopaoka, omeku (acyum, sKcCyOamuEHbLIL NIESPUM), SUNONPOMEUHEeMUsL, USMEHEHUs. 8 NepUPepuiecKol
Kposu (YMepennblil 1eUKOYUmo3 npu CHUNCEHUU YPOGHS IPUMPOYUMO8 U MPOMOOYUIMO8, YMO AGNAETNCIL HeMUnuY-
HbIM), HOPAdICEHUE NOYEK U CePOeUHO-COCYOUCOTL cucmembl. Hecmomps na cneyuguueckylo mepanuio, cocmosinue
nayueHmKYU OCIOHCHUIOCL pa3eumuem UHQEeKYUOHHBIX OCTOHCHEHUU U 3AKOHYUNIOCH IeMmanbHblmM ucxooom. Jlannoe
KAUHUYeCKoe HAbo0eHUe WLIIOCMPUpPYem HeooXo0umMoCcms muyamenbHo20 OupeperyuaibHo20 NOUCKA 803MONCHOL
NPUYUHBL NOTUHEBPONAMUYU HESAICHO20 2eHe3d.

KnmoueBbie clioBa: MOIUHEBPONATHS; OHKOremMarojoruueckue 3aboneBanus; POEMS—cunapom; naparmpore-
WHEMHUYECKHE TeM0o0IacT03bl; MOHOKIIOHAIbHAS TAMMAIIaThs; MHOXKECTBEHHAs: MUEIIOMA.
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POLYNEUROPATHY IN POEMS SYNDROME
Shishkina E.S.t, Muhacheva M.V.%, Baidina T.V.2
Kirov State Medical University, Kirov, Russia
ZKirov Regional Clinical Hospital, Kirov, Russia
3Perm State Medical University, Perm, Russia

A rare version of paraproteinemic hemablastosis, with the onset characterized by Peripheral Nerve Disease, is PO-
EMS-syndrome (Polyneuropathy, Organomegaly, Endocrinopathy, M-protein, Skin Changes). In the foreground of the
clinical picture of this oncohematological disease is progressive sensorimotor polyneuropathy, which is the reason
for the primary reference to a neurologist long before the provision of specialized hematological care. The article
provides an overview of recent scientific publications devoted to this disease. Its pathogenetic mechanisms are dis-
cussed, as well as the basis of endothelial growth factor. The authors present their own clinical observation of a
62-year-old patient. The onset of the disease was characterized by polyneuropathy accompanied by changes in the
M-protein index, organomegaly in the absence of bone-destructive changes, which made the diagnosis difficult. Ad-
ditional clinical signs included fever, edema (ascites, exudative pleurisy), and hypoproteinemia, changes in peripheral
blood (moderate leukocytosis with a decrease in the level of erythrocytes and platelets, which is atypical), kidney and
cardiovascular damage. Despite the specific therapy, the patient’s condition was complicated by the development of
infectious complications and was fatal. This clinical observation illustrates the need for a careful differential search
for a possible cause of non-polyneuropathy of unknown genesis.
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ITomuueponaruu (ITHIT) — rpyrmima reTeporeHHbIX
paccTpoiicTB, NPUYMHONW KOTOPBIX MOXET OBITH MaTo-
norus BHe nepudepudeckoit HepBHOU cucteMsl (ITHC).
Bor noyemy Ha cerogHsIIHUN JEHb CYIIECTBYIOT OIpe-
JIEJIEHHbIE TPYIHOCTH JIWArHOCTHUKHA W OMNpeIeseHUs
aruonoruu [THIL

Cpemu Bcex ITHII oTmenbHBIA TTacT 3aHUMAOT Ta-
paHeomactudeckue nonuHeBponatuu. Ilpu stom y 3%
MAIEHTOB C HOBOOOPA30BaHMSIMU BCTPEYAIOTCS OHKO-
remaroyiormyeckue 3abonesanus [1]. HeBpomoruueckue
paccTpoiicTBa CBS3aHBI C NMATOTEHETHYECKUME MEXaHU3-
MaM{ OCHOBHOTO 3a00JIeBaHMS JIMOO SBISAIOTCS OCIIOXK-
HEHHUEM XHMHOTEpAllMM — TaK Ha3bIBaeMbIe XHMHO-
HWHIYLUUpPOBaHHBIE MONMHEBponaruu [2]. 3aboneBaHue
KPOBH MOXKET IEOIOTHPOBATH CHUMIITOMaMH MOPAKEHUS
[THC, uro BeTpeuvaerca npu POEMS-cunapomMe, MHOMe-
CTBEHHOW MHEJIOME U JPYTHX MapanpoTenHeMusx [3—5].

POEMS-cuHapoM — mNapaHeolIaCTHYECKUN CHH-
IpOM, IIPH KOTOpOM HaOIrofaroTcsi nepudepuieckas
HEBPOMNATHs, OpraHOMETalHs, SHIAOKPHUHOIATHS, KOXK-
HblE U3MEHEHUS U BBIsIBIIEHUE M-rpajiieHTa B MpoTeu-
Horpamme (POEMS — Polyneuropathy, Organomegaly,
Endocrinopathy, M-protein, Skin Changes). Brnepssie
nagHoe coctoguue Onuto ommcaHo R. Crow B 1956 1
[6], a mo3kKe MpHBEICHBI KIMHUYCCKHE HAOIIOICHUS
S. Shimpo [7] u K. Takatsuki [8]. B 6onee panHuX HC-
TOYHHKAX 3TO 3a00JIeBaHHE 0003HAYAIOCH KaK CHHIPOM
Crow-Fukase nmu 6ome3ns Takatsuki [9]. CoBpemenHOE
Ha3BaHUE B BUJIe aO0OpeBuaryphl nmpempiokeHo B 1980 r.
P.A. Bardwick u coasr. [10]. CauraeTcs, 9T0 3TOT CHH-
JPOM BO3HHKAE€T B OCHOBHOM Y JKHTENEH STIOHCKUX
OCTpPOBOB, TIOSTOMY IpPyroe Ha3BaHWE TAaHHOTO 3a00-
JieBaHUS — SIMOHCKasl CHCTeMHas Oone3Hb. Pacmpo-
CTpaHEHHOCTh 3a0ojeBanus B Smonuu coctasisgeT 0,3
Ha 100 000 yenoBek, ero neOOT HAOIIOMACTCSI B BO3pac-
te 40—60 mer [11]. K HacTosmmeMy BpeMEHH OITHCAaHO
oxonio 200 cnyyaee POEMS-cunnpoma B 3apyOesxkHOMN
JUTEeparype U eANHUYHBIE CIIy9ad — B OT€YE€CTBEHHBIX
nyonukanusx [12—-16].

Kak npaBwuio, mepBsIMH CUMITOMAaMH 3a00JI€BaHUS
SIBIISIFOTCA C1a00CTh B KOHEYHOCTSX, MapEeCTEe3HH, IyB-
CTBO 350KOCTH M OHEMEHHs B KOHEYHOCTIX. JlBura-
TENbHBIE HAPYIICHUS B BHJIE TIPOTPECCUPYIOMIUX BSUTBIX
JUCTAIBHBIX Mape30B JTOMUHUPYIOT HaJ CEHCOPHBIMHU.
TeueHre OMHEBPOIIATHH, KaK IPABHUIIO, XPOHUYECKOE,
nporpeccupyroimiee. BMecte ¢ TeM ommcaHbl ciydau
¢ octpeiM HayasioM [THII, uro sBiIsAIOCH MPUUUHOM TTO-
CTaHOBKH IEPBOHAYAJIBLHOTO JUAarHo3a «CUHIpoM | uiie-
Ha—bappe» [17, 18].

[Ipu ocMOTpe MOXKHO BBISIBUTH YBEJIIMUYECHHUE ITEUYCHH,
CeJe3eHKH, TUM(aTHIeCKuX y310B. VI3MeHeHus B INM-
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(aTryecKkrX y3llaXx MOTYT HOCHTH KakK Hecmenmdude-
CKUIl XapakTep, Tak W OBITh OOYCIOBIIEHBI aHTHO(OI-
JTUKYJISIPHOW TUTepIia3ueit — Oone3npio Kactiemana
[19]. Opranomeranus BbISBIsETCS IPUMEPHO B MTOJIOBH-
He cirydaeB 3a0oneBanus [13].

Hepenko y manueHTOB HaOMIOAAIOTCST OTEKH, B TOM
qyclie TeHepaln30BaHHBIE (TUIEBPANBGHBIA BBIMOT, ac-
LUT, TUAPOIEpUKap]), 3HIOKPHUHHBIE paccTpOMCTBa,
BCTpeYarolyecs 4Yalle OpPraHOMETalInd. JHAOKPHUHO-
natug B 50% cirydaeB MposBISETCS THIIOTOHAIU3MOM,
B 20% — rHHEeKOMacTHel Win rajakropeei, B 15% —
HAJAMOYEYHNKOBON HEA0CTAaTOUHOCThI0, Y 10% manuen-
TOB OTMEYaeTCsl THIOTHPEeo3, B 5% ciaydaeB — caxap-
HBIH 1uabeT u runepnaparupeos [20].

Braenenne M-TpaguenTa METoIOM 3JeKTpodopesa
OCIIKOB CBHIBOPOTKH BO3MOXKHO Juiib y 15-20% mnaru-
CHTOB, IOATOMY HeOOXoAmM OoJiee YIyBCTBUTEIBHEIIN
METOJI ONpeesIeHHs] MOHOKIIOHAIBHBIX UMMYHOITIO0Y-
JMHOB — UMMYyHO(uKcanus [21].

KoxHble M3MEHEHHs 4acTo MpeACTaBIeHbl MUTMEH-
Tanue 0e3 crienupuIecKux 0COOCHHOCTEH pe3yibTa-
TOB Ouomncuu. ['mnepnurMeHTanys HallOMHUHAET U3Me-
HEHUE LIBETa KOXKU IPU NMEPBUYHOM HAANOYEYHOKOBOM
HEOCTaTOYHOCTH. BO3MOXHBI TakXke THIIEpTPUXO3,
IUIETOpa, aKpPOILMaHO3, TUIIEPEMUS, TIIOMEPYIApHas Te-
MaHTuOMa KOXXH U JISUKOHUXUA [22].

OTek aucka 3pUTEIIBHOTO HEpBa, TPOMOOIUTO3 (10
500-600 x 10°/1) 1 monMUUTEMHS HApSIy C OpraHOMe-
rajnven, oTekaMu, 3HJOKPUHOMNATHEHd U KOXKHBIMHU W3-
MEHEHHMSIMHM BXOAST B YMCIIO MaJbIX JUArHOCTHYECKUX
kputepueB. [Tomumo TTHIT u cexpernuu mapanporenHa
K OONBLIMM KPHUTEPUSM OTHOCATCS CKIEPOTHYECKUE
W3MEHEHUs] KOCTHOM TKaHW miu Oone3Hb Kactiemana.
Cy11ecTBEHHYIO pOJib B Pa3BUTUH 3a00JI€BaHUS UTPAET
tdakrop pocta sumorenus cocynoB (VEGF), nossime-
HUE KOTOPOTO JIOCTOBEPHO KOPPEIHPYET C pa3BUTHUEM
cumrrromMatuku [23]. [luaraos cauTaeTcs 10CTOBEPHBIM
npu obs3arensHoM Hanmuuuy [THIT u nmapanporennemun,
BBISIBIICHWH WJIM KOCTHBIX M3MEHEHUH, MITN TIOBBIIIEHUT
ypoBHst VEGF u ogHOrO 13 Manbeix kputepues (tadim. 1)
[24].

B ocHOBe TaHHOTO CHMIITOMOKOMIIJICKCA JIGKUT WH-
nyuupoBanHoe VEGF moBbIIeHHE MPOHUIIAEMOCTH
COCYIUCTOH CTEHKH M aHTHOTeHe3a, 9YTO (OPMHUPYET Te-
MaHTHOMBI KOKH, OT€YHBIH CUHIPOM U OpTraHOMETaJIHIO
[25]. Takxke mokazana posnb NJI-6, NJI-1p u DHO-a [12].
ITHII pa3BuBaeTcs BCIEACTBUE OTIONKEHUS UMMYHHBIX
KOMIUIEKCOB B Vasa Nervorum u SMUHEBPHH, YTO OIO-
CpEIOBAaHHO BBI3BIBAET JEMHUETNHHU3AINIO TOJICTBIX MHUE-
JUHU3UPOBAHHBIX BOJIOKOH, ITPOSBIISIONIYIOCS TPEUMY-
[IECTBEHHO HApPYyIICHWEM ITyOOKO# YyBCTBHTEILHOCTH
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[25] nubo pazButuem apurarenbHbeix Gopm [THIT [17].
Knunnueckas kaptuna [THII u nanHble aneKTpoHENRpo-
muorpadpuu (OHMI') npu POEMS-cunnpome cooTBet-
CTBYIOT XPOHHYECKOW BOCIIAUTENFHONW JIEMHUEIUHU3H-
pyroriei monuHeBponaruu [26]. 3amogo3puTh HaIHYKe
3TOTO CHMITTOMOKOMILIEKCA BO3MOXKHO TIOCTIE TIPHCO-
CIMHECHUSI CUCTEMHBIX MPOSBICHUN WA TMPU HATUIHH
nucnporernHemuu [12].

IToMHMO OTEKOB M KOKHBIX U3MEHEHUM BHEIITHUM BU/
MaIMeHTa XapaKTepPU3yeTCsl HCTOIICHWEM MBIIIEYHOM
Macchl M IOTEPEH KUPOBOU KIETYATKUA. BayKHbIM 1ust
MPOTHO3a 3200JIeBaHUS SBISETCS HAWYHE JIETOYHON TH-
MEePTEH3UU U MHEBMO(PHOPO3a, BRIPAXKEHHOCTh KOTOPBIX
KOPPETUpPyeT C YPOBHEM BOCHAIHMTENBHBIX (PaKTOpOB
[27]. Bo3MOXXHO TOpa)KeHHE IOYEK, MPOSIBISIIOIIEECS
MPOTEUHYpPUEN, MUKpOreMaTypren, a mpu JJIUTEIbHOM
TEUCHUH — XPOHUYECKOH IMOYEHYHOH HEAO0CTAaTOYHO-
cThI0. B nureparype onmcaHbl TSDKENbIE apTepraIbHbIE
TPOMOO3bl PA3TUYHON JOKAIU3AIMH, BCTPEUAIOIIUCCS
B 20% cmydaes [28]. K qpyruM QOMOTHUTENBEHBIM KIIH-
HUYECKUM TpPHU3HAKAM OTHOCSTCS TUIEpTpodUuUecKas
aprponarus (TanbIll B BHAE OapaOaHHBIX TMAJIOUCK,
HOTTH B BHUJE YaCOBBIX CTEKOJ), THIIONPOTCHHEMHUS,
MOpakKeHNE CEPJEYHO-COCYAUCTON cHCTeMBI (Kapauo-
MUOIIATUS C SIBICHUSMH CHUCTOJIMYECKON TUCHYHKIIUH,
cTeHOKapausi, 6e300sieBbie UHPAPKTHI MHOKApAa), JIH-
XOpajJKa W TOXyIeHUE, BO3SMOXKHEI Juapes, TeHIACHIUS
K runepkoarynsuauu [15].

Ha puc. 1 mpencraBieHna 4actota pa3IUYHBIX CHM-
nToMOB, Berpeuatomuxcst mpu POEMS-cunapome [29].

[IpuBoaMM COOCTBEHHOE KIIMHUYECKOE HAOIMIOICHNE.

[Marmentka I, 62 roma, canurapka. OOparunach
¢ kanobamu Ha cabocTh B HOTax, OOibIe B CTOMAX,
OHEMEHHE U 35I0KOCTh CTOII, MEePHOAUYCCKOE HOKCHUE
B HHUX, 00mIyt0 ci1abOCTh, MOBBIIICHHE TEMIIEpPaTyphl
o cyodebpunbabix nudp. [aHHbIe kamo0bl ¢ KOHIA
ntoHs 2019 1., uX BOBHUKHOBEHHUE CBSI3BIBAET C YKYCOM
KJIeIIa, KOTOPOTO y/Aajauiia CaMOCTOSTENIbHO U 3a MEIH-
IIMHCKOH TTOMOIIBI0 He oOpamaiack. O0ciemoBaHa 1Mo
MECTY JKUTEJbCTBA Ha HEHPOMH(EKINN — KIIEIEBON
sHIe(ATUT W JIAWM-0OppeNno3 WCKITIoYeHBI. B mrome
2019 r. rocuTanM3upoOBaHa B HEBPOJOTHYECKOE OT/E-
JIEHWE C AWAarHO30M «IOJMHEBPOMATHS HEYyTOUHEHHOTO
rede3a». HeBpojoruueckuii cratyc Ha MOMEHT TOCTYII-
JIEHWs: CO3HAHWE SCHOE, MEHWHTEaJIbHBIX 3HAKOB HET.
Uepennbie HepBHI 0e3 ocoOeHHocTel. [lepensuraercs
¢ momompio TpocTH. ToHyc MpImn He m3mMeHeH. Cuia
B pykax — 5 0auioB, B Horax — 4 06auia B mpoOKCUMaIb-
HBIX OTJENax, 3 0amra — B ucTanbHbIX. CyXOXKIIIbHBIE
peduiekch Ha pyKax KMBBIE, HAa HOTaX OTCYTCTBYHOT. [1a-
TOJIOTHUECKUX pedrekcoB HEeT. [umecre3uss — yxy/are-
HUE TTOBEPXHOCTHOM 4YBCTBUTEIBLHOCTH B JUCTATBHBIX
oTIIeNax HIKHUX KoHeUHOCTeH. CHIDKeHE BUOpaIOH-
HON U MBIIIEYHO-CYCTaBHOW YYyBCTBUTEIBHOCTU B CTO-
nax. [lampIieHOCOBYI0 IMPOOY BBITONHSET YOBJIETBO-
PUTENBHO, MATOYHO-KOJICHHYIO OLEHUTHh TPYIHO H3-3a
c1aboCTH B HOTAX.

B comarnueckom craryce — TemmepaTrypa Telna
37,2°C, XoXHBIE TIOKPOBHI OJemHBIC, aKpPOIMAHO3,
MaCTO3HOCTh MPEAMICYMH W KUCTEH, OTEKU TOJEHEH
U CTOIl, OONbBIIE ClIeBa, THICPIUTMEHTAIUS TOJICHEH.
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Tabnuma 1
JuarHocruueckue kpurepun POEMS-cunapoma

—_

POEMS-cunzpom | 1. M-nporerH B KpoBH (0OBIYHO A-THIA).

(4 xputepus) 2. Tlepucdepuueckasi HEBpOIATHSL.

3. OpuH U3 3 OONBIINX MPH3HAKOB: CKJIECPOTHYE-
CKHe U3MEHeHus kocTel, 6one3nb Kacriemana,
BBICOKHH YPOBEHb COCYJMCTOTO SHAOTEIHAIIb-
Horo (akropa pocra (VEGF).

4. OpuH U3 6 MaJbIX IPU3HAKOB: OPTaHOMETAJIHS,
OTEKHM, SHJOKPUHOIATHS (UCKIIIOUasi CaxapHbIi
nrabeT M TMIOTUPEOMIN3M), TUIIMYHBIC H3Me-
HEHUsI KOXKH, OTEK JUCKa 3PUTENILHOTO HepBa,
TPOMOOLIUTO3, NOJIULUTEMHUS

Table 1
Diagnostic criteria of POEMS-syndrome

POEMS- 1. M-protein in the blood (usually A-type).

syndrome 2. Peripheral neuropathy.

(4 criteria) 3. One of 3 significant signs: sclerotic bone
changes, Castleman’s Disease, high vascular
endothelial growth factor (VEGF).

4. One of 6 minor signs: organomegaly, edema,
endocrinopathy (excluding diabetes mellitus
and hypothyroidism), typical skin changes,
papilledema, thrombocytosis, polycythemia

B nerkux gpIxaHue KeCTKoe, OCIabeHO B HIKHHUX OT-
JIeNiax, «KPEMUTHPYIONIUE» XPHIIBI B HIKHUX OTIENax
¢ 00enx CTOPOH, YacTOTa IbIXaHUsA 24 B MUHYTY. TOHBI
cep/a NPUrIyIIeHbl, pPUTMUYHBIC, SAMHUYHBIE DKCTPa-
cuctonsl. YCC 96 B munyTy. A/l 130/80 MM pT. CT. XKu-
BOT MSTKHIA, YyBCTBUTENBHBIN B SMUTacTpUH, NEUCHb
mo Kparo pedepHoit ayru. CTyn u MOYEHCIyCKaHHE HE
WU3MEHCHBI.

OOmui ananu3 KpoBH: jewkormtel 11,91 x 10%n
(4,37-9,68), sputpouutsr 2,84 x 10%/n (3,7-4,87),
remormobmr 75 v/m (106-135), remarokput 22,8%
(32,9-41,2), tpom6oruter 180 x 10%1 (186-353), COD
96 mM/4 (HOpMa 0—30 MMm/).

Buoxumudeckuii aHanu3 kpoBu: C-peakTuBHBIN Oe-
ok 155,48 mr/n (wopma 0,01-5 wmr/m), ¢ubpuHoreH
1772 mr/mn (Hopma 190—430 mr/mn), odtuii 6emnok 52 r/n
(mopma 64-83 1/11), ans0ymuH 21 /1 (HOpMa 35-52 1/1),
kpeatuHuH 139 mxMmonw/n (Hopma 44-80 MKMOIB/M),
moueuHa 15,4 Mmonw/n (Hopma 2,9-8,2 MMOIB/),
cBoOOmHBIA THPOKCHH (T4 cBOOOMHBIN) 23,46 IMOIB/T
(mopma 11,5-22,7 mMONb/T), CHUXEHHE COICpPKAHUS
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Puc. 1. Yacrora paznuynbix cuMntoMoB ipu POEMS-cunapome
Fig. 1. Frequency of various symptoms in POEMS-syndrome
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ANEKTPONUTOB: Kanmuid 3,21 mmons/n (Hopma 3,5-5,1),
Hatpuit 135 mmons/n (Hopma 136—-146).

AHanm3 OENKOB CBIBOPOTKH KPOBH METOJOM DJJICK-
Tpoopesa — oOHapykeH M-rpanueHT; OeTKOBBIE
(dpakun: ansoymun 36,7% (Hopma 55,8-65), anbda-
1-moOynun 7,4% (nopma 2,2—4,6), anbda-2-rmoOynuH
16,7% (nopma 8,2—12,5), 6eta-roOynun 8,2% (HOpMa
7,2-14,2), ramma-tiiobymua 21,58 (M-rpaaueHt +9,5)
(Hopma 11,5-18.,5).

OO0mwmii aHaMM3 MOYM: IIBET JKEJTHIH, IPO3padHas,
oTHocuTenbHas mioTHocTh 1016, pH 5 (5-7), Gemox
3,45 v/m, sputporutel 629,3 KIETOK/MKII, JECHKOIIUTHI
136,7 knetox/mka. benok Benc-/[xonca B Mmoue He 00-
Hapy’KeH.

[NanuenTka MPOKOHCYABTUPOBaHA HEPPOIOroM, 3a-
KITFOUEHWE: BTOpUYHas HepormaTws.

VY3U opranoB OpIOIIHOW MOJIOCTH: JieBas IOJS Tie-
gean 170 x 65 MM (Hopma 100 x 60 mMMm), mpaBas —
175 x 110 MM (mopma 150 x 100 mMm), B ManoMm Tazy
BH3YaJIM3UPYETCsS CBOOOMHAS JKUIKOCTH B HEOOIBIIIOM
konmudectBe. Hag nmpaBeIM KymonoMm auadparMbl aHIXO-
TeHHOE TPOCTPAHCTBO TOJIMIMHON 45 MM (MHUHUMAIb-
HOE KOJIHMYECTBO), HAJl JIEBHIM KYTIOJOM JHa(parmbl
aHPXOTCHHOE MPOCTPAHCTBO TONIIUHON 68 MM, 00BeM
~550 mu1. 3aknroueHue: remaroMeraaus, HeOONbIIOH ac-
IUT, JIByCTOPOHHHUHN THAPOTOPAKC (OOJBIIIE ClieBa).

IIpoBenena crumynsauuonHass DHMIT HuUXHUX Ko-
HeuHocTel. [Ipy cTUMyIAIuM 1eBOro 60JbI1e0epIIOBOTO
HEpBa MOTOPHBIN OTBET He momydeH. [Ipu cTumynsaiun
NpaBoro Majao0eploBOro HepBa ¢ KOPOTKOTO pa3ruba-
Tenst OOJNBIIOTO MaNblla MOTOPHBIH OTBET HE TOJNYYEH,
¢ mepenHed 0OoJbIIeOepPIOBON MBIIIIIBI MOTOPHBINA OT-
BET TMOJYYEH, ero JUCTallbHAs JIATEHTHOCTh YBEIHYEHa,
aMIUTUTY/1a 3HAYUTENFHO CHWKeHA. [Ipu CTHMYISIIuu
IIPABOTO ¥ JIEBOTO HKPOHOXKHBIX HEPBOB CEHCOPHBIN OT-
BET HE TIoJTyueH. 3aKIIoueHHe: IPU3HAKH BBIPaKEHHOTO
AKCOHAJIbHO-/IEMUETHHU3UPYIOIIETO MTOPAKESHUS UCCITe-
JOBaHHBIX HEPBOB 00CHX HM)KHUX KOHEUYHOCTEH.

[TarmenTKa ocMaTpuBaIach THHEKOIOTOM, SHIOKPH-
HOJIOTOM, PEBMAaTOJIOTOM W HMH(eKnrnoHucToM. Ha Mo-
MEHT OCMOTpa MaTOJOTHYECKOTO IPOoIecca, KOTOPHIi
MOT OBITH MPUYUHON JAHHOTO COCTOSHHS TalUEHTKH,
HE BBISBIICHO.

Pentrenorpadusi kocteil Taza: KOCTHO-TpaBMaTH-
YEeCKUX JECTPYKTHBHBIX HW3MEHEHHH HE BBIABIECHO.
Kpannorpadus: 6e3 ocreogecTpyKIHH.

[lo pexomeHmamuu remarojora BBIIIOJHEHa CTep-
HaJbHAs MYHKIUS, JaHHBIX 32 MHCIOMHYIO OOJIE3Hb
HE BBIABIECHO. [0 MaHHBIM MyHKIWHW 33JHEH OCTH MOJ-
B3/IOIIHOM KOCTH CJIeBa B MHEJIOTPaMME BBISIBICHBI T1J1a3-
morutel — 0,4%. JlmarHoctupoBaHa MOHOKJIOHATBHAS
raMManarus HescHoro rexesa. AL-ammnonnos3? Pexo-
MEHJIOBaHA OWOTICHS CITU3UCTOM JKENMyIKa W TPSIMON
KHIIKHA C OKPACKOH OMoNTaTa Ha aMUJIOU.

Bo Bpemsi mpeObiBaHUS B CTalMOHApE COCTOSHHE
MAIUEHTKH YXYIIWIOCh. Pe3ko Bo3HHUKIM 00JH 32 TPY-
JIMHOM, COTPOBOXK/IAIOIINECS YyBCTBOM CTpaxa CMEPTH,
OJIBIIIIKOH, KalllJleM, KOTOPBIe YCHIIUBAINCH B TOPH30H-
TajlbHOM moJjiokeHuH. Bpimonnensl OKI, aHanmu3 Ha
TpormoHWH. KOHCYNTBTHpOBaHA KapAHOIOTOM: OCTpPBIi
KOPOHAPHBIN CHHAPOM OBUT MCKIIOUEH (WIIeMHuYecKast
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Oosie3Hb cepana: MOCTHH()APKTHBIA KapauOCKIepO3
(mepenuuit uHGapKT MUOKapAa ¢ 3yorom Q HewsBecT-
HOI naBHOcTH)). TeM He MeHee HapacTajia TeMIepary-
pa, MalueHTKa cTaja Je30pHEeHTHPOBaHa U IepeBeicHa
B pEaHHMAI[MOHHOE OTJIEJICHUE.

Ha cepunm MarHuTHO-pE30HAHCHOM TOMOrpaduu
(MPT) romoBHOro Mo3ra B 3 CTaHJApTHBIX HPOEKIIU-
sIX, CEpUHU MOCTKOHTpacTHEIX MPT B Gemom BeriecTBe
OONBIIMX TONYIIAPUHA OTMEYAIOTCSI MHO)KECTBEHHBIE,
MECTaMHU CJIMBHBIE OYaru IUCLUPKYISTOPHOIO Xapak-
Tepa pazmepamu 10 14 x 17 MM, NEpUBEHTPUKYIIIPHBIN
netikoapeo3 mupuHoi 10 7 MM (Fazekas-2). [1pu xoH-
TPAacTHOM YCHJICHWHM O4Yard He HaKaIlTUBAIOT KOHTPACT.
MHOXeCTBEHHBIE IUM(ATHUECKUE Y3716l BEPXHUX OTHE-
JIOB LIIEW pa3MepaMu 10 7 MM TI0 KOPOTKOil ocH.

[Ipu pertreHorpaduy OpraHoB TPYAHON KIETKH BbI-
SBJICH JIByCTOPOHHMI THAPOTOPAKC, B CBSI3U C YEM BbI-
IIOJIHEHA IUIeBpalbHas IyHKIMs cipasa. IlneBpanbHas
JKUAKOCTh HCCIIEIOBaHA, HMCKJIIOYEHBI KaHOUI03, Ty-
OepKyne3Hslid mporecc. JIByCTOPOHHHI THAPOTOpPAKC
MOATBEPKACH pe3yibraTaMu 3xokapauockonuu (3XO-
KC) — o0beM muieBpasibHOM KUAKOCTH COCTABIISAET /10
370 ma copasa, 10 400 ma cneBa. Takxke npu npoBese-
HUH 9XOKapIuorpaduy BEISIBICHO CHIXKCHUE JIOKATEHON
COKpaTUMOCTH JIEBOTO XKely/l0uKa B OacceiiHe nepeaHei
HUCXOZSIIEH apTepuu, OTndaromeil BETBH JIEBOW KOPO-
HapHOHU apTepuH B CPEIUHHBIX U allMKAIbHBIX OTIENaX.
CHIWKCHHE TIO0ATBHOW COKPAaTHMOCTH JICBOTO JKEIy-
nmouka. @paknus BeIOpoca jeBoro xemymnouka — 40%
(mo Cummncony). Konuentpuieckas runeptpodust JeBo-
ro xexynouka. Jlunaranus yeBeix kamep. OTHOCHTENb-
Hasl HEJOCTaTOYHOCTh MUTpaJIbHOTO KiamaHa. CKiepo3
aopThl. MuHuUManbHbIA AU(QY3HBIA TUIPOTIEPUKAP/.
HckmovueH ocTpblii KOPOHAPHBIA CHHAPOM U WH(EKIIH-
OHHBIH MHOKapAuUT.

C IMarHOCTUYECKOW IIETbI0 MPOBE/CHA JTHOMOAIh-
Hasl MyHKIHUS C UCCIIEI0BAHNEM JIMKBOPA (CTaHAAPTHBIN
aHaJIN3, HCCIIeJOBaHNE Ha BUPYCHI repriec-TpyIIbl), KO-
TOpast He BBISIBIJIA U3MEHEHUH.

BrimonHena OuoICHsl NpsSMON KHUIIKHA C OKpacKou
Ouonrara Ha aMWJIONU] — aMHJIOU103 UCKIIIOYCH.

I'ucronornyeckoe uccienoBaHHE OWONTATa IOYKU:
TpoMOOTHYECKasT MUKPOAHTHOTIATHS (XPOHUYIECKAsK CTa-
Jusl) C BOBJIGYEHHEM COCYIOB MHKPOLUPKYIATOPHOTO
pyclla MEJIKOTO W cpemHero kammbpa. Mopdomorude-
CKasi KapTMHa HauOonee XapakTepHa IUIsl HMOPaKCHUS
mouek mpu POEMS-cunapome.

[ToBTOpHAsT KOHCYNBTALMsl TEMAaTOJIOra: YYHUTHIBAs
TECTOJIOTUYECKOE 3aKIIIOUYEHHE, Heb3s HCKIIOUNTh
POEMS-cunapom.

Oocyxnenue. Benymmm cHHAPOMOM Yy TAalMEHT-
K{ SIBJSUIACh CEHCOMOTOPHAS IOJIMHEBPOIATUSl B BHUIIE
rpy00 BBIPaXKEHHOM aKCOHAILHO-AEMHUEITHHU3UPYIOMIEH
HEBpONAaTHH NepUPepUUECKUX HEPBOB HIKHHUX KOHEU-
HOCTEM.

Bropoii rpymmoii cMMITOMOB OBUTM OpraHOMETaHst
M OTEeKH: TelnaTOMErajus W aclUT, COIPOBOXKIaeMbIe
runoansOymuHemueil. CHkeHne ypoBHs oOmiero Oen-
Ka, BEPOSTHO, OOYCIIOBIICHO BHICOKHM CHHTE30M OEITKOB
octpoii (asbr (C-peaktuBHOTO Oeika M (GUOpPHHOTEHA,
yBenuueHue B 2 pasza anbga-1-miodynuHa u aibda-2-

1
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NCCNEAOBAHNA N KNIMHUYECKNE HABITIOAEHWA

Tabnuima 2

Jnarnocruyeckne KpUTEPHH MJIA3MOKJIETOYHBIX PaccTpoiicTB, Tpedyomux 1uddepennun ¢ POEMS-cunapomom

PaccrpoiicTBa

Kpurepuu

MoHOKIIOHAJIbHAS TAMMAIIaThs
HEONpe/IeJICHHOTO 3HAUEHHs
(3 xputepus)

. ChIBOPOTOUYHBII MOHOKJIOHABHBIN mpoTenH < 30 /1.
. OmyxosneBble M1a3MaTHYECKUE KICTKH B KOCTHOM Mo3re < 10%.
. OTCyTCTBHE OpraHHBIX MOBPEXKICHHH (THIICPKATIbIHEMUH, TUCHYHKIHN [T0YEK, aHEMHH, KOCTHBIX JIECTPYKIHMiT)

CumnroMaTnyeckas
MHOXXECTBEHHAsI MUEIOMa
(3 xpurepus)

. OmyxoneBble I1a3MaTHYECKHE KIETKH B KOCTHOM Mo3re > 10%.
. IIpucyTcTBHE B CBIBOPOTKE H/HIIM MOYE MOHOKJIOHAIBHOTO IIPOTEHHA.
. OpranHble NOBpeXAEHUS (TUNEPKATbLUEMHs], TUCHYHKIMS T0YEK, aHEMUs], TIOBPEXKEHHE KOCTEH)

MukporinoOyTHHeMHs
Banbnencrpema (3 kpurepust)

. MonokionaneHbli nporenH IgM (He3aBucuUMO OT pazmepa M-poTenHa).
. > 10% mumdonnazmMonnTapHOi HHGUIBTPALNK KOCTHOTO MO3Ta JIMM(OIUTaMH.
. OpranHbie TOBpexXAcHUS (aHEMHs, TPOMOOLHMTONCHNS, KOHCTUTYIIHOHAIBHBIC CHMIITOMBI, THIICPBA3KOCTb,

J'[I/IM(i)a)IeHOHaTI/Iﬂ WM remnaro CHHCHOMeFaJ'H/IS[)

Table 2

Diagnostic criteria for plasma cell disorders used to differentiate from POEMS-syndrome

Disorders

Criteria

Monoclonal gammopathy
of undetermined significance
(3 criteria)

. Plasma monoclonal protein < 30 g/1.
. Tumor plasma cells in the bone marrow < 10%.
. Absence of organ damage (hypercalcemia, renal dysfunction, anemia, bone destruction)

Symptomatic multiple
myeloma (3 criteria)

. Tumor plasma cells in the bone marrow > 10%.
. The presence of monoclonal protein in serum and/or urine.

Organ damage (hypercalcemia, kidney dysfunction, anemia, bone damage)

Waldenstrom’s
macroglobulinemia (3 criteria)

W~ LN =N~

. Monoclonal protein IgM (regardless of the size of the M-protein).
. > 10% lymphoplasmacytic infiltration of bone marrow with lymphocytes.
. Organ damage (anemia, thrombocytopenia, constitutional symptoms, hyperviscosity, lymphadenopathy or

hepatolienomegaly)

moOynuHa). [loMUMO aciuTa WMENHCh TAcCTO3HOCTh
BEPXHUX KOHEUHOCTEH, OTEKH TOJIEHEH W CTOII, a TaKKe
JIBYCTOpPOHHUI ruapoTopakc. [Ipu sxokapauorpaduu 06-
Hapy>XeH MHHAMAIILHBIN TUQQPY3HBINA THAPOTIEPUKAPI.

Hmenuch n3MeHeHns1 KoK — OJIETHOCTH U aKpoLra-
HO3, THIIEPIIUTMEHTAINS HIDKHUX KOHEYHOCTEH.

Taxke y manueHTKy HaOonanach THIISPKOATyIsIHsI
¢ TPOMOOTHYECKON MHUKPOAHTHOIIATHEH COCYIOB TIOUEK.

Jna POEMS-cunapoMa XapakTepHO HOpakeHHe
CepIIEeYHO-COCYTUCTON  CHCTEMBI  (KapIuOMHUOIIATH
C SIBJICHUSIMH CHCTOJIMYECKON AMC(YHKLINHU, CTEHOKap-
s, 6e300meBeie WH(MAPKTHI MHOKapaa), 4TO HaOIio-
JlaJoch y Hamled mauueHTku. BeisiBnena MP-kaptuna
1epebpaabHON MUKPOAHTHOIIATHH: YMEPECHHBIN CITUBa-
IOIIUKCA JeiiKoapeos.

Takum obOpazom, npu aHanuze kpurepueB POEMS-
CUH/IPOMA y MalMeHTKH . ObUTH BBISBICHBI 2 OOIBIINUX
KpuTepusi (IIOJMHEBPONAaTusi — KIWHUYECKass W TOJ-
TBepxkaAeHHas naHHbiMu DHMI') u M-mpotenH B Kpo-
Bu (A-tumna). [locnmemHuii ObIT yCTAaHOBJIEH METOIOM
anekTpodopesa, 9To BCTpeYaeTcs TONBKO B Y4 CITydaes.
Cpenu MaibIX KpPUTEPHEB OTMEUYEHBI OpraHOMETaHs
C OTeKaMH, U3MEHEHUE KoKW U ee mpuaarkoB. Hadmro-
JATMCh TaKXXe THUIIEPKOAryssius B BUIE AHTMONATUU
COCYIIOB MEJIKOTO W CPEIHEro KamuOpa IMoYeK U Irmopa-
JKEHHUE CEPIEYHO-COCYAUCTOMN cucTeMsl. [l 1ocToBep-
HOTO JAMarHO3a OBLIO HEOOXOUMO HAIWYHE eI OJJHOTO
OOINBIIOTO KpUTEpHS, HO 002 BO3MOXKHBIX OTCYyTCTBOBA-
JIA: TUIOUYHBIX OCTEOCKIEPOTUUECKUX HU3MEHEHUH BBI-
saBJeHO He Obuio, a ypoBeHb VEGF He uccnemoacs.
B muenorpamMMe no JaHHBIM IYHKUOUHU 3aJHEH OCTH
MOAB3IOIIHON KOCTH OBLTH BBISIBJICHBI TJIA3MOLUTEL, YTO
ITOITBEP K IAJI0 HAJTHMIHE TaMMaIlaTHH U TpeOoBasro qud-
(epeHInanbpHOr0 TUarHo3a B MEPBYIO Ouepenb C ApY-
TUMU TUTa3MOKJICTOYHBIMHU paccTpoiicTBamu. B Tadm. 2
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MIPEJICTABIEHBI TUATHOCTHYECKHE KPUTEPUU OCHOBHBIX
TUTa3MOKJICTOUHBIX PacCTPOCTB [24], KOTOpbIC OBbLTH
WCKITIOYEHBI y TAHHON MaIMeHTKH.

Taxke mguddepenunansuplii  auarno3 POEMS-
CHH/IpOMa BKITIOYAeT Takue 3a0oieBaHus, Kak OO0Ie3Hb
Kactnemana, kprornoOynmuHeMusi, IEPBUYHBIA aMHUIIO-
W03, a TaK)KE CHCTEMHBIE 3a00JIeBaHMs COEIMHUTENb-
HoM TkaHH. Bce 3T Ho30MmOTMUECcKHe (hOpMBI OBLTH HC-
KItoYeHBI. Tak, pyu KpHOTTIOOYTHHEMHHN HaOII0IAcTCs
Tpuazaa (yprypa, MoIUapTPaITuu, HOIOKUTEIbHbIE Ce-
pornorudeckue mpoOsl Ha aHTUTeNla K BUPYCY TelaTuTa
C) [30], uTo oTcyTCTBOBaNO Y MAHEeHTKH. [lepBUUHBII
aMWJION/I03 HCKIIOYEH TP OHOINCHUH TMPSMOW KHIIKH
u nouku. OT 4 10 9% ciaydyaeB UMeeT MECTO COoueTa-
Hue POEMS-cunapoma n 6onesan Kactnemana, Hamu-
Yyre KOTOPOM CUMTAETCS] OAHUM M3 OOJBIINX KPUTEPH-
eB mepBoro [24]. AHrHOQOJTUKYISIpHAS THUTICPILIA3Us
TUMQPaATHIECKUX Y3JIOB JIEUTCS HA OYaroByIO U MYIb-
TUIEHTPUYECKYIO QOPMBI, TIOCIEIHSS  ACCOIMUPYETCS
¢ POEMS-cunnpomom [31]. lnsa Hee xapakTepHO pac-
NPOCTPAaHEHHOE YBENWYEHUE JTUM(ATHISCKUX Y3JIOB,
TeraToCITICHOMET NS, JINXOPAKa U IPYTHE CUMITTOMBI
MHTOKCUKAIMK (TIOBBIIIEHHAs yCTaJOCTb, MOTEPS Mac-
CBI TeJa, BEeYEePH:S M HOYHAS MOTIIMBOCTH), YTO CBA3AHO
¢ yBenuuenueMm npoaykiuu 1L-6 [32]. [To nanaeim MPT
TOJIOBHOTO MO3Ta y TAIIMEHTKH OBLTH BBISBICHBI MHO-
KECTBEHHBIE JTUM(aTHYECKUE Y316l BEPXHUX OTACIOB
el pa3MepaMu 10 7 MM 10 KOpOTKoM ocu. buoncus
TUM(aTHYECKUX y3JI0B HE MPOBOAMIACH (IIpHU 0OJIE3HU
Kactiiemana oxumaercs QomMKyssipHAs THIEPIIIA3UL
C TATOJIOTHYECKU TOBBIIICHHOH BHYTPHU(OILIUKYISP-
HOW BacKyJsipu3aliveil, rmopakeHue yaile XapaKTepHO
JUTs IeHHbBIX TuM$oy3noB) [31].

ITocne mpomenenmst muddepeHITnaIbLHON AUarHoO-
CTMKM W TpPUHUMAas BO BHHMaHHE T'MCTOJOTHYECKYIO
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KapTUHy OHOITaTa IMOYKH, a TAaKXKe C y4eToM Hallu-
YU UMEIOIINXCS KPUTEpHEeB ObLIT IMOCTAaBIIEH JIHArHO3:
«POEMS-cunnpom. Bropuunas akcoHanbHO-IeMHUENH-
HUBHPYIOIIas TOJIMHEBPOIATHS, CEHCOMOTOpHast (op-
Ma. HkHMM BsSUIBII YMEPEHHO BBIPAYKEHHBIN UCTAJIb-
HBII TTapamnapes».

[ocne ycraHoBneHuss AuarHo3a Oblla Ha3HAYeHA
XUMHOTEpaNysi B COYETAHHUH C KOPTHKOCTEPOHIAMHU:
HauaTo JieueHue Tanuaomuaom 100 Mr/cyT u nmpeaHu3o-
noHOM 60 MT/CyT B T€UEHHE HEAENH C TOCIEAYIONUM
CHIDKEHHUEM J103bl Ha 5 Mr/cyT. IMEHHO BBICOKO/IO3HAS
XUMHOTEpanus ¢ MOoCleayIolled TpaHCIUIaHTalluen 1e-
pudepUYECKUX CTBOJIOBBIX KJIETOK CUMTACTCS HAauboJee
s dexTuBHEIM MeTOmoM JeueHus POEMS-cunapoma
[28]. IlpumeHeHue TanuIOMHUAA WU JICHAIUIOMUIIA
CBs3aHO B IepBYyIO ouepenn ¢ aHTH-VEGF-addexrom,
a TIOJIOXKUTENIbHBIA KIMHUYECKUN OTBET HA BBEICHHUE
9THX MPENapaToB MOATBEPKAAET OMYXOJIEBYIO IPUPOAY
JaHHOTO 3a00eBaHus [33].

Hecmotpss Ha HazHaueHHYI0 TNpO(UIBHYIO Tepa-
MU0, COCTOSIHUE MAalMeHTKH COMPOBOXKIAIOCH Pa3BU-
THEM PEIUANBUPYIOMNX WH(GEKIIMOHHBIX OCIOKHEHUH
(meBpoITHEBMOHUS, HHQUIIMPOBAHUE MOIKIIOUNIHOTO
KaTerepa), 4To Ha (pOoHE BTOPUUIHOTO UMMYHOAEDUIITA
U OOIIEeT0 TSKENIOr0 COCTOSHHUS 3aKOHYMIIOCH pa3BH-
THEM CEeTICHCa, OJMOPTraHHOW HEIOCTAaTOYHOCTH U Jie-
TaJbHBIM HcXonoM B ceHTsi0pe 2019 . [laronmoro-anaro-
MHYECKOE HCCIIeIOBaHNE He TPOBOIUIOCE.

Takum 00pa3oM, BO BCEX HESCHBIX CIIyJasx TCUCHHS
[THIT HeoOxoauMo MpOBOAUTH UMMYHOXHMHUYECKOE HC-
CJIeJIOBaHUE CHIBOPOTKU KPOBU Y MOYH ISl UCKITFOUEHUS
remMaroiornyeckux 3abosnesanuil. Kpome toro, 10 cux
IOp HET €IWHOTO MHEHHUS O TOM, K KakoW rpymme 3a-
OoneBannii otHocutcsi POEMS-cunapom — k miazmo-
KIJIETOYHBIM OIyXoJsaM win auddy3HsIM 3a001€BaHUSIM
coeuHuTeNbHON TKaHu. ClemoBaTellbHO, HEOOXOAUM
muddepeHITnanbHbI TUarHo3 ¢ CHCTEMHBIMHU 3a0o0Ite-
BaHUSMH, B MIEPBYIO OUepellb C TAKUMH, KaK CHCTEMHAas
CKIIEpOAEepMHUsl U CHUCTEMHbIE BacKynuThbl [23]. Takxke
€CThb JaHHBIE O BUpYyCE Trepreca dYejoBeKa 8-ro THIa
B KaueCTBE BEPOSATHOH MPUUINHEI 3a001eBaHus [34].

Huszkas ocBeIOMIEHHOCTh Bpadye€il O JTaHHOW Iaro-
JIOTHH ¥ HaOMrofaromascs Mpu Hell CHCTEMHOCTD 1opa-
JKCHHS 00YCIJIOBITUBAIOT BBICOKHI MHTEpEC K MpodiiemMe
muardoctuku POEMS-cunapoma u 110 ceit 1eHb.

Kondaukt uHTEpecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBUH KOH(IINKTa HHTEPECOB.

®dunancuposanue. IccienoBanue He
CIIOHCOPCKOM MOACPIKKH.
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