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POEMS-cundpom (P — noauneiiponamus, O — opeanomeeanus, E — sndoxpunonamus, M — monokaoHanvHas eammanamust, S — uzmeHe-
HUSL KOJICU), accouuuposantblii ¢ 6oaesnvio Kacmaemana, MOHOKAOHANbHOU 2aMManamueli HesCHO20 3HAHEHUs, CUMAMOMAMU4eCcKumu
2eM004acmo3amu, CUCIEMHbBIM AMUAOUOO30M, CUCIEMHBIMU AYMOUMMYHHbIMU 3A001e6aAHUIMU, — PEOKUL NAPAHEONAACMUMECKUN CUHOPOM,
XapaKmepusyuwuiicss pazeumuem NOAUHEUPONamuu, opeaHoMe2aluu, SHOOKPUHONAMUY, MOHOKAOHAAbHOU 2AMMAanamuy U u3meHeHui
Koocu. Medaennoe pazeumue u HecheyuuuHoCmb OONLUUHCIMBA KAUHUHECKUX NPOSIBACHU, HedOCMamouHas UHHOPMUPOBAHHOCIb 8paUel
DA3AUYHBIX CREUUANbHOCIME ABAAIOMCSA OCHOBHBIMU NPUMUHAMU NO30He20 00pauieHus 3a MeOUUUHCKOU NOMOUbIO U OAUMENbHO20, UHO20A
MHO201emHe20, duazHocmuyecko2o noucka. Jajce nocae ycmanoeku Oua2Ho3a NPUMEHeHUe CO8DEMEHHbBIX Memo008 UMMYHOCYNPeCCUBHOI,
UMMYHOMOOYAUPYIOWEl UAU NPOMUBOONYX0ACE0H MEPANUU CYUECMBEHHO 02PAHUMUBACMCA CAOICHOCMAMU MAKCOHOMUMECKOU pyopudu-
Kayuu duaerHo3a, omcymemeuem eOuHbX mepanesmu4ecKux no0xo008 U C8A3aHHbIMU C IMUM HePeUeHHbIMU GONPOCAMU NPOPUAU3ALUU
U Aexapcmeenno2o obecneuenus 601vHbIX. B cmamve npedcmasaen 0630p 0CHOBHbIX c8edeHUll 0 namoeeHe3e U KAUHUMECKUX NPOSGACHUSX
POEMS-cunopoma. Ha npumepe nayuenma c 6oae3nvio Kacmaemana npodemoncmpuposatvt croxcHocmu nepeuynoil duaenocmuxu POEMS-
CUHOPOMA U NPOOAEMbL MEHCOUCYUNAUHAPHOZ0 83AUMOOCLICMEUS 8patell pa3nuuHbix cneyuarshocmetl. IIpoananuzupoeano 3nauerie 3H00-
KPUHHbIX HAPYUWEHUI 8 OUA2HOCMUKE U NAGHUPOGAHUU MEPANUU.
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Polyneuropathy, organomegaly, endocrinopathy, M-protein, skin changes (POEMS) syndrome is a rare paraneoplastic syndrome associated
with Castleman disease, monoclonal gammopathy of undetermined significance, symptomatic hemoblastosis or systemic autoimmune di-
seases. Slow development, nonspecifity of most clinical manifestations and lack of awareness of physicians are the main reasons for the late
access to medical care and a long, sometimes many years, diagnostic search. Even after diagnosis, the use of modern methods of immuno-
suppressive, immunomodulating or antitumor therapy is significantly limited by the difficulties of taxonomic classification of the diagnosis,
the lack of unified therapeutic approaches, and related unresolved issues of profiling and drug provision of patients. The article provides an
overview of the basic information about the pathogenesis and clinical manifestations of POEMS syndrome. Using the example of a patient
with Castleman’s disease, the difficulties of primary diagnosis of POEMS syndrome and the problems of interdisciplinary interaction of doc-
tors of various specialties are demonstrated. The significance of endocrine disorders in the diagnosis and treatment planning is analyzed.
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BsepeHue

POEMS-cunnpom (P — momunetiponatust, O — opra-
HomMmeranus, E — sHgokpuHonartusi, M — MOHOKJIOHAJIbHAsI
raMmarnaTus, S — M3MeHEeHUsI KOXHM) — PEIKO BCTpeya-
IOIIUICS MOJUOPTAaHHBIA MAapaHEOIUIACTUYECKUA CUH-
JIPOM, CBSI3aHHBIN C TUCKPa3UeH MIa3MaTUIeCKUX KIETOK.
Jpyrue snoHUMUYeCKUEe Ha3BaHUS JAHHOTO CHHAIPOMA —
cuHapom Takamyku, Kpoy—®ykasza, PEP-cunopom (P —
MUCKpa3usl IIa3MaTUIeCKUX KJIeTOK, E — sHmokpuHoma-
tust, P — monuneiiponartus). Bnepsbie akponum POEMS
obu1 BBeneH P. Bardwick u coaBt. B 1980 1. [1]. OgHako
IIepBOE OMMCAHNE ITAIIMEHTOB C IUIA3MOIIUTOMOM 1 TIOJIA-
HelpoIiaTueii, a TakKe ¢ TUIEpIIMIMeHTale Koxu, ge-
HOMEHOM «OeJIBIX HOITel», TuMdaaeHonaTuein 1 Kaxek-
cueii mpuBen R.S. Crow B 1958 1. [2]. B 1968 1. B SlnoHun
mon pykoBoacTBoM Fukase 6511 oImy01mKoBaH KMHUYECKUI
cJlyya mauyMeHTa ¢ IOJIMHEMpOnaTue, OpraHOMETaIuein,
aHacapKoM, U3MEHEHMSIMHU KOXU, SHIOKPUHOMNATUECH,
JIUCIIIOOYIMHEMUEH B COUETaHUU C TIIa3MOLIMTOMOI [3].
B 1980 1. S. Saikawa npemnoxxun HazBaHue «PEP-cunapom»
(P — cBOEOOpA3HEI MpOrpecCupyIoInii HoJIuHeBpUT, E —
oteku, P — mma3smoxknerounas muckpasmst) [4]. H. Driedger
u coaBT. B 1980 1. BBeIM Ha3BaHUE «CUHAPOM TaKamyku»
[5] B uecTh simonckoro uccienonarens K. Takatsuki, onu-
capuiero B 1977 1. 6onee 30 ciryyaeB MalleHTOB C IJIa3MO-
KIJIETOYHOM OTMCKpa3uei, MOJMHENPpOaTueii 1 SHIOKPHU-
Homarueii [6]. B 1984 . T. Nakanishi 1 coaBT. HA OCHOBaHUK
n3ydeHus 91 KIIMHUIECKOTo CiTydast IPeUIOXIIA Ha3BaHUe
«cuHapom Kpoy—®ykaza» (Crow—Fukase) B 4ecTb UCTHH-
HBIX ITIEpBOOTKphIBatTesieii [7]. Bkian, BHECEHHBIN B T€ TObI
SITOHCKUMU YYeHBIMH B ucciaenoBanne POEMS-cuH-
JIpoMa, TIPUBEJI K ITOSIBJICHUIO TePMHUHA «SITIOHCKAs CHC-
TeMHas 00JIe3Hb», OMHAKO MOCICAYIONINE UCCASIOBAHUS
JTAHHOM HO30JIOTMYECKOI (DOPMBI B IPYTMX CTpaHaX U3Me-
HUWJIM TIPEACTABICHNUE O PaCIPOCTPAaHEHHOCTH 3a00J1eBa-
Hug B Mupe [8].

Knunnuecku POEMS-cunnpom kpome monmHenpo-
MMaTU, OPraHOMETAJINN, SHIOKPUHOIIATAN, MOHOKJIOHAIb-
HOW raMManaruv U U3MEHEHUN KOXHU TaKXKe BKIIIOYAET
OTEYHBIN CUHIPOM, OCTEOCKJIePO3, TPOMOOIINTO3 WX
TPOMOOLIMTOIIEHHUIO, TTIOBHIIICHHBI YPOBEHBb COCYINCTOTO
sHAoTeaManbHoro (akropa pocra (VEGF) u HapyeHue
¢yHKIIMM BHELIHETO ObixaHus [9, 10].

Hau6onee yacto Bo3nukHoBeHne POEMS accoummpy-
€TCsI C MHOXKECTBEHHOI MUeJIoMOi1, 00Jie3Hbl0 BanbaeH-
cTpeMa, T(pMOIIIa3MOLIUTAPHON TMMGbOMOI MW JPYTUMU
CEeKPETUPYIOLIINMHU HapalpoTenH HOBOOOPa30BaHUSIMH.
ITpu 3TOM pazBuTHEe KITMHUYECKOM KapTuHbl POEMS Mo-
JKeT Ha HECKOJIBKO JIET OoIlepeXkaTh pa3BUTHE CUMIITOMA-
THYecKoil hopMbI reMobacto3a. be3 maromopdoaornue-
CKOTO BBISIBJICHMS OITyXOJIEBOI'O CcyOcTpaTa IMpU3HAKaMU
KJIOHAJIbHOCTU MOTYT CJIY>KUTh LIMTOTCHETUYECKUE N3Me-
HEHMUSI, B YaCTHOCTH aHOMAJIMKM XPOMOCOMEI 13, HO B 11e-
JIOM MOJIEKY/ISIPHO-TeHETUIECKIIe N3MEHEHMS B TIa3Ma-
Tnyeckux kierkax npu POEMS-cunapomMe coBmamaior
C TAaKOBBIMU TIPU MHOXECTBEHHOI MHUEIOMe, HO OTJIMYa-
JOTCSI TI0 YaCTOTE OTAEIbHBIX BapruaHToB [11, 12] unu 06-

Hapy>XMBaeMBbIM IIPH 3K30MHOM CEKBEHHPOBAHUU MyTa-
musm B reHax KLHL6, LTB, EHDI, EML4, HEPHL?2,
HIPK2w PCDHI10[13].

[Ipu oTcyTCTBMU IIPEANoIaracMoro mapaHeorIacT -
yeckoro reHe3a POEMS mma3mokieToyHast Juckpasust
1 cekpelys mapanporerHa (6osee yeM B 95 % ciryuasix
raMMaraTus ¢ JeTKUMH A-IIeTISIMU IMMYHOITIOOYIMHOB G
(IgG)) accomuupyroTcs ¢ IMMYHOIIATOJIOTUISCKUMU TIPO-
lieccaMu, reHe3 KOTOPhIX He BoJIHe u3ydeH [14, 15]. B Ta-
kux cirydasgx POEMS-cuHapoM MoxeT paccMaTpUBaThCS
KaK KOMITOHEHT CCTEMHOI'O ayTOMMMYHHOTO 3a00J1eBa-
HUSI WIM JaXKe KaK YCIOBHO CAaMOCTOSITe/TbHAsI HO30JIOTHSL.
ITpu n3zonupoBanHomM POEMS-cunapoMe JOMUHUPYIO-
MY CUMIITOMaMH SIBJISIIOTCSI HEMPOIIATHsI, SHIOKPUHHAS
IUCHYHKIMS U OTEYHBIM CUHAPOM, a HE TeMaTOJIOTuYe-
CKH€ IIUTOICHUYICSCKIE CUHIPOMBI, OCCAJITUH, TIOYEYHAS
HEIOCTaTOYHOCTD, XapaKTEePHbBIC IS TaparpOTeHHEMHM -
YeCKMX reMo0s1acTo30B [16].

Mamorenemuyeckue acnermel

OmpenenernHast poiab B ¢popmupoBanuu POEMS-
CHHIpOMA ITPUHAICXKNT yBeIuIeHHOM nponykun VEGE
Cuuraercs, yro unTepneiiku (IL) 1 u IL-6, B3aumoneii-
CTBYsI C pelieNTOpaMH Ha IeTePMUHUPOBAHHBIX KJIETKAX,
ctumynupytot oopazoBanue VEGF [17]. Takke nmeroTcs
JlaHHBIe 0 Koppensunu ypoBHs I1L-12 ¢ TsKecThIo 3200-
neBaHus [18]. [To MHEHUIO IPYyTMX aBTOPOB, BOSHUKHOBE-
aHue POEMS-cuHnpoMa cBsI3aHO ¢ aKTUBAIEil IIPOBO-
CITAJTMTENBHOM YacTy cucTeMbl LIMTOKMHOB: I1L-1, IL-3, IL-6,
IL-11, pakTOpa HEKpO3a OIYyXOJIH 0, a TAKKE C ACTIPECCU-
el cuHTe3a TpaHchopmupytoniero (akropa pocra  [19].
ITo coBpeMeHHBIM TTpeacTaBieHusM, ypoBeHb VEGF kop-
peaupyeT ¢ TsLKecThlo 3a0ojeBanus [20—29]. JlaHHBIIT
LUTOKWH MOXKET SIBJIAThCS KITFOUSBBIM ITATOTCHETUICCKIM
(hakTOpOM, YTO MOATBEPKIAIOT HEKOTOPHIC PE3YIBTATHI
a"ntu-VEGF-teparmuu [30—36]. U3BectHO, utro VEGE,
BO3ICHCTBYS Ha PELICNITOPHI SHIOTSIMOIINTOB, BBI3HIBACT
OBICTpPOE U 00paTUMOE yBeJIMYEeHUE MPOHULIAEMOCTU CO-
CyIOB, KpOME TOTO, OH MTPAeT BaXKHYIO POJIb B aHTHUOIe-
He3e, YTO MPEAIIOI0XUTESIFHO U MPUBOAUT K OPTaHOME-
TaJuy, OTEYHOMY CUHAPOMY U IOSIBJICHUIO TeMaHTHOM
Koxu. JIJaHHBI LIUTOKMH 3KCIIpecCUpyeTcst ocTeobiac-
TaMU, MaKpodaraMu, OIyxoJieBEIMU KiteTKaMu [17] (BKiIro-
yag niaasMarudeckue [37, 38]), a Takke MerakapmuoLuTa-
MU U TpoMbGornTamu [39].

B skcriepuMeHTe Ha ria3aMaTHIecKuX KIeTKax y Imarm-
eHtoB ¢ POEMS-cuanpomoM C. Wang 1 CoaBT. IIpOIeMOH-
CTPUPOBAIIN, YTO IIa3MaTUIECKHE KJIETKH UMEIOT OoJiee
BbIcOKME ypoBHU aKcrpeccun MatpuaHoii PHK VEGE yem
CD138-neratuBHble KneTku [40]. Takske OBIIO BBISIBJICHO,
YTO KaK MOJUKJIOHAIBHBIC, TAK 1 MOHOKJIOHAJIBHBIC TUTa3-
MaTHYECKHE KJIETKA KOCTHOTO MO3Ta UMEIOT CXOIHO BBI-
cokue ypoBHU BHyTpuKIeTouHoro VEGF, ripu aToM mMo-
HOKJIOHAJIbHBIC TUIa3MaTUYeCKHEe KISTKU MMEIOT 0oJjice
BBICOKIE YPOBHUM BHYTPHUKIIETOYHOM 3Kcrpeccuu 1L-6.

ITarorenes monuHeitponatun B pamkax POEMS-cun-
JIpoMa CBSI3aH C OTJIOKEHMEM MMMYHHBIX KOMIUIEKCOB
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B vasa nervorum M SIIMHEBPUH, YTO, B CBOIO OYEPEb, BBI-
3bIBACT aKTHBAILIMIO MECTHOTO MMMYHHOTO OTBETa, BBIC-
BOOOXKAEHUE TPOBOCIAIIMTEIbHBIX LIMTOKMHOB, 00pa3o-
BaHME XeMOATTPAaKTaHTOB M MUTIPAIINIO HEUTPOGDHIOB.
PazpylieHue sHA0TeIMaIbHOTO CJIOSI B MEJIKOKAJIMOEPHBIX
vasa nervorum IPUBOIUT K IIPOHMKHOBEHUIO Yepe3 TeMa-
TOHEBPAJIBHBIN Gapbep CBOOOIHBIX PAAUKATIOB U MATPUY-
HBIX METAJIJIONIPOTENHA3, pa3pylIalommnx MyueanH [41].

IMpuunnb! 3HHOKpUHHON tucyHKunM pu POEMS,
IMO-BUANMMOMY, HOCSIT (DYHKIIMOHAJIBHBIN, a HE OpraHU-
yeckmit xapakrtep. Jlo cux Iop Ipu 3TOM CUHAPOME HE
BBISIBICHO IIMPKYJIMPYIOIINX aHTUTEI K TOPMOHAM WIIN
cnenn@uIecKM ropMOHaIbHBIM petenTopaM [42]. T1pu
ayroricuu maumeHToB ¢ POEMS-cuHnpomoM He ObLIO
00HapyKeHO HAPYIIICHUI CTPYKTYPHI SHIOKPUHHBIX XeJIe3
[43]. BeposiTHOI MPUYMHOM 3HIOKPUHHBIX HapyLIeHUI
SIBJISIETCSI MTHTUOWPYIOIIee BO3NCICTBIC BHIIIICOIMMCAHHBIX
LIMTOKWHOB [19].

[MopaxeHune KoK, B CBOIO 09epeb, aCCOLIMMUPOBAHO
¢ HapymieHueM nudy3MOHHONH CITOCOOHOCTH JIETKUX
110 PECTPUKTUBHOMY THILY, a TakxKe ¢ HaamumeM IgG-
raMManaTuu 1 rossimeHeM yposHst VEGF [44—46].

KnuHuyeckas Kapmuxa

HaubGonee yacTbiM ¥ KIMHUYECKU SIPKUM CUMITTOMOM
POEMS-cunnpoma siBisieTcs: nmepucdepudeckasi mom-
Heiiponatus [47] (taom. 1). ITepudepudeckas HeliporaTust
npu POEMS-cunapome nmMeeT BOCXOISIINI CUMMETpHUY-~
HBII XapakTep, IPW 3TOM KIMHWYECKU HAOJI0maeTcs
KaK CHIKEHUE IBUTATENTbHOM (DYHKIIWMU, TaK U HAPYIIIEHUE
yyBCTBUTENBbHOCTH [48]. Bonb B KOHEUHOCTSX SIBIISIETCS
HauOoJsee ApKOM kanoOoi, OJHAKO BCTPEYAETCS JIUIIb
B 10—15 % cityyaeB, B TO BpeMs KaK TUIIEPECTE3UU UCIIbI-
ThIBAIOT 0K0J10 50 % manueHToB [49]. ¥ HEKOTOpHIX Ia-
LIMEHTOB IePBLIMU ITpU3HAKaMU 3a00JIeBaHUS SIBIISIIOTCSI
OHEMEHME M IMApeCTe3UH C ITOCICAYIONINM Pa3BUTHEM
IIBUTATEJIbHBIX HapyIlIeHW. [{BUraTebHbIec HApyIICHUS
BKJTIOUAIOT apehICKCHUIO, MIETYIIMHYIO ITOXOAKY, ITOJIOXKM-
TeJbHBIM cuMnToM PombGepra. CyliecTBeHHO, YTO aBTO-
HOMHasl KapauajabHasl HeiipornaTus He BCTpeyaeTcs y Ima-
uueHToB ¢ POEMS-cunapomom [50]. AHanoruuHbie
JIaHHBIC TIPUBOIST KUTAliCKe aBTOPHI. Tak, MO TaHHBIM
peructpa Kuraiickoit Haponnoit Pecniybnuku, npu nep-
BUYHOI ITOCTAaHOBKE JAMAarHo3a nepudepudeckas Helipo-
natus BcTpedanach B 60,44 % ciaydaeB, OTeUHbI CUHI -
poMm — B 15,72 %, anpokpuHonatu — B 9,87 %, KOxXHbIe
usMmeHeHus — B 8,05 % u opranomeranust — B 2,13 % [51].

OpraHoMeranusi HamboJiee 4YacTo MaHU(pECTUPYET
B BHIIE TeITaTOMETaIuU, CIUICHOMETINU U/ JTuMda-
neHonaTtuu [10]. Yro kacaercst 6one3nn Kactinemana, To ee
HaxomAT y 6016HBIX POEMS-crHAPOMOM C MOATBEPXKACH-
HOM MOHOKJIOHAJILHOM IIa3MOKJIETOUHOM Tpoiudepa-
uueit B 11-30 % cayyaes [1, 7, 17, 52, 53].

CylecTBeHHO, YTO Y TPETH MALMeHTOB MpU o Tab-
MOJIOTUYECKOM OOCJIeHOBaHMM THUATHOCTHUPYETCS OTEK
IICKa 3pUTEIHHOTO HEPBA, YTO ACCOIIMMPOBAHO C HeOJIa-
TOTIPUSITHBIM ITPOTHO30M [54].

Tadmana 1. Yacmoma ecmpeuaemocmu cumnmomos npu POEMS-cundpo-
me [47] (n = 107)
Table 1. Characteristic features of POEMS syndrome [47] (n = 107)

Cumnrom

n (%)
l];[OHHHeHI?OHaTHH 105 (98)*
olyneuropathy
8praHOMera.m/I;1 81 (76)
rganomegaly
OHIOKPUHOIIATHS
Endocrinopathy 98 (92)
Monoxkaonarvhasn cammanamus
K-TammarnaTus
« Gammopathy 6 (6)
A-raMMariaTust
A Gammopathy 98 (92)
IgA 56 (52)
I1gG 43 (40)
IgM 1(1)
gqpa?lfeng KOXHI 9 (90)
kin lesions
Jlpyeue cumnmomot
OTeuyHbI CUHAPOM
Volume overload 101 (94)
QOuyarm ocTeocKiIepo3a
Sclerotic bone lesions 86 (80)
Hapymienue dbyHKIIM AbIXaHUS
Abnormal PFTs 72 (67)
Tpomb6o1LMTO3
Thrombocytosis 66 (62)
l?TgK coc1'<a 3pUTEJILHOTO HEPBA 30 (28)
apilledema
bonesns Kactiemana
Castleman disease 23 (22)
DPUTPOLINTO3 2 Q1)

Erythrocytosis

* Cpedu nauuenmog 6e3 noaunetiponamuu y 2 nayuenmos oviaa
eucmosnoeudecku noomeepicoera 6oaes3nv Kacmaemana

u nocmasner ouaenos amunuunozo POEMS-cunopoma.
Ilpumenanue. Ig — ummyHoer06yauH.

*Of the patients without polyneuropathy on presentation, two patients
with biopsy-proven Castleman disease received a diagnosis of “atypical”
POEMS syndrome.

Note. IgA — immunoglobulin; PFT — pulmonary function test.

KoxxHple TposIBIICHUS BKITIOYAIOT TUIIEPIIMTMEHTAITUIO,
HaJIMYre TeMaHTUOM, TUIIEPTPUX03a, aKpOILIMaHO03a, JICH-
KOHMXUHU, CKIEPOICPMONITHBIX NU3MEHEHU, CUMIITOMOB
MOBBILIEHHOIO KPOBEHAIOJHEHMS U OapabaHHbIX HaJoYeK.
CumMnroM GapabaHHBIX ITaJI0YeK BeTpevaercs y 4 % nauu-
€HTOB, OJIHAKO €CTh JaHHBIE O YaCTOTe BcTpeyaeMocT 49 %
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[7, 44]. ITo manHBIM KTMHUKA Meito, cpenu 107 maimeHToB
¢ POEMS-cunapomoM y 96 601bHBIX ObUIM BBISIBJICHBI TE
WY MHBIE KOXHBIC TTopakeHus (Tabm. 2) [47].

Tadmaua 2. Yacmoma ecmpeuaemocmu KoxcHolx nposigrenuti POEMS-
cundpoma [47] (n = 107)

Table 2. Prevalence of cutaneous manifestations in POEMS syndrome [47]
(n=107)

Cumnrom n (%)
FHHepHHrMeHTaHHH 50 (47)
Hyperpigmentation
I;?MaHI‘IfIOM‘bI 50 (47)

€mangioma
Tuneptpuxo3
Hypertrichosis 41(38)
e 36 (34)

Crocyanosis
«benbie HOrTU»
“White nails” 32 (30)
CkJiepoiepMOUIHbIE U3MEHEHUS

. 28 (26)

Sclerodermoid changes
CD'CHOMCH Peitro 21 (20)
Raynaud phenomenon
anepeMM;{/apHTeMa 21 (20)
Hyperemia/erythema
[MpunuBel
Flushing 17.(16)
CumnroM 6apabaHHBIX MAJI0YeK 6 (6)

Clubbing

Hexmaccuyeckum nposiBieHHEM, T. €. HE BOIIEIIINM
B nmeHTany POEMS-cuHapoma, HeKOTOpbIe aBTOPhI Ha3bI-
BalOT pa3BUTHE He(POIATUM IO TUITY TJIOMepyJIoHedpuTa
WA TpOMOOTUYECKOIT MUKpoaHruomnatuu. [lmomepyio-
Hedput HaubosIee YacTo pa3BUBAETCS 110 ME3aHTMOKATTII-
JIIPHOMY BapHaHTY U B Psiie CIy9acB IPUBOIUT K TEPMMU-
HaJIbHOM MTOYEYHOI HeocTaTOuHOCTH |55, 56].

OnHoii u3 Hanbodee sipkux popm POEMS-cunapoma,
SIBJIICTCSL €TO Pa3BUTHE B aCCOLMAIINM ¢ HEKJIOHAIBHBIM
JuMdonpoanudepaTUBHBIM 3a00JieBaHMEM, TaKUM KaK
MYJBTULIEHTPpUYHAas 0o1e3Hb Kactinemana [57]. Mynbru-
LIeHTpuYHasI 6oJie3Hb KacTiemaHa (aHrnohoIIMKyIIsIpHast
TUIIepIUIa3us TUM@aTUIECKUX Y3JI0B) — peaKoe TuMdo-
mpoJindepaTUBHOE 3a00JIeBaHUE, COIIPOBOXKIAIOIICECS
ITOBBIIIIEHHBIM CMHTE30M IIPOBOCIIAIUTEIbHBIX IINTOKH-
HOB, TIOJIMKJIOHAIbHOM TuMponpoandepauneii, uTore-
HUEW M pa3BUTUEM IIOJIMOPraHHOM HEIOCTAaTOYHOCTH.
OmHa 13 BaXXHBIX ITATOTCeHETUICCKUX XapaKTePUCTUK 00-
ne3nn KactiiemaHa — BO3MOXHOCTD pa3BUTHS ITOJTUKIIO-
HaJIbHOU TUTIepraMMaIIo0yIMHEMUM, a TAKXKe TOMUAHAHT-
Hoe ToBbIlIeHre ypoBHs 1L-6 B kpoBu [58].

DHpokpuHonaTus npu POEMS-cunapome mMoxeT
BKJIIOYATh MOpaxXeHue 000K 3HIOKPUHHOUN XeJe3bl,
B TOM YHCJIe TUnoTasiamyc u runodus. I1pu aTom spek-
THJIbHASI TUC(HYHKIMSI MOXET OBITh OMHUM U3 IIEPBBIX
CHMIITOMOB, IIPOSIBIISTIONINXCS Y My>K4rH ¢ POEMS-cun-

JgpoMoM. bosbiinHerBo naiueHToB (6oee 80 %) umelor
Pa3IMYHOM CTETIEHU BBIPAXKEHHOCTH CHIDKeHUS (PYHKIINN
TOHa[I, ITUTOBUIHOM XeJle3bl, HaIIOYeYHUKOB U HapyIlle-
Hue pyHkunu B-kietox (tadm. 3) [42].

Tadmuua 3. Yacmoma ecmpeuaemocmu 3ndokpuronamuii npu POEMS-
cunopome [42] (N = 64)

Table 3. Prevalence of endocrine abnormalities in POEMS syndrome [42]
(N =164)

IToka3zarenb 3HavyeHue

ITauueHTh! ¢ 3HIOKpUHOTIATUSIMU, K (%)
Patients with endocrinopathy, » (%)

54 (84)

Ilon, n:

Gender, n:
MYKCKOM 38
male
SKEHCKMIA 16
female

MenuraHa Bo3pacta (MeXKBapTHIbHBIN

WHTEPBAI), JIeT
Median age (interquartile range), years

50 (43—59)

Paca, n:

Race, n:
€BpOITCOMIHAS 48
white
JJaTUHOAMEpPUKaHCKad 5
hispanic
apoaMepuKaHCKast 1
african american

CpenHuit THAEKC Macchl Tejla (CTaHIapTHOE
OTKJIOHEHHME), KT/M>
Mean body mass index (standard deviation), kg/m?

25(4)

DpekTuiabHas nuchyHkus, n/N (%)

Erectile dysfunction, n/N (%) 23/38 (61)

Tunoronanuam (MyxuuHsi), n/N (%)

Hypogonadism (men), n/N (%) 26/33 (79)

TiunexomacTust (Myxxunnbr), n/N (%)
Gynecomastia (men), n/N (%)

10/38 (26)

Tunepriponaktunemus, n/N (%)

Hyperprolactinemia, n/N (%) 10/35(29)

14/48 (29)
14/48 (29)

JlaTeHTHBIA TUIOTHPEO3, n/N (%)
Subclinical hypothyroidism, n/N (%)
SABHBII runioTupeo3s, n/N (%)
Manifest hypothyroidism, n/N (%)

24/50 (48)
8/50 (16)

Hapymenue yrieBoaHoro oomena, n/N (%)
Glucoseintolerance, n/N (%)

CaxapHsblit qua6er, n/N (%)

Diabetes mellitus, n/N (%)

HanmnoueyHnkoBasi HEAOCTAaTOYHOCTh
(B Tecte ¢ AKTT 250 mxr), n/N (%)
Adrenal insufficiency (in 250 mcg ACTH test), n/N (%)

6/9 (67)

Tunokansuvemust, n/N (%)

Hypocalcemia, n/N (%) 14/51 (27)

YacTora MHOXECTBEHHOI SHIOKPUHHOI MATOJIO-
v, n/N (%)

Evidence of multiple endocrine abnormalities, n/N (%)

29/54 (54)

Ilpumeuanue. 3deco u 6 mabn. 4: AKTI — adperokopmuxo-

MPONHbLIL 20PMOH.
Note. Here and in the table 4: ACTH — adrenocorticotropic hormone.
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DHIOKPUHONATHS SIBJIICTCS OMHUM 13 IICHTPAJIbHBIX,
HO HEJIOCTaTOYHO M3yYeHHBIX IMpu3HakoB POEMS-cun-
IpoMa, ¥ MOXET BKJIIOYAaTh KPOME BBIIICYKa3aHHBIX TH-
MePIIPOTAKTUHEMUIO, TMHHEKOMACTUIO Y MY>KUYMH W Harpy-
OaHMe MOJIOYHBIX XKeJIe3 Y KeHIIWH, TUIIeP3CTPOTEHEMIIO
U ruronaparupeos [42, 59].

Bosee 50 % nmammeHTOB UMEIOT MHOXKECTBEHHBIE DH-
JMOKPUHOMNATUH, BKITIOUAIOIINE 4 SHIOKPUHHBIX HApyIIIe-
Hus. Kak mpaBmiio, 3T0 codyeTaHHWe ITOpakeHUs TOHAI,
IIUTOBUIHOM Kejie3bl, HaIIOYCYHNKOB 1 HapyIIeHUS
YIJIEBOIHOTO 00MeHa (TunepriaukeMust). OTaeIbHBIN MH-
Tepec MPEeACTABIIICT N30JIMPOBAHHOE TTOBBIIICHNE YPOBHS
agpeHoKopTuKoTporHoro ropmoHa (AKTT), uro, mpen-
IToJIaraeTcsl, IIPUBOIUT K TUIICPIIUTMEHTAIIUHN.

ITpu obcnenoBannu 64 malKeHTOB B KIIMHUKE Meiio
(cM. Tabi1. 3) HaATIOYEYHUKOBYIO HEAOCTATOIHOCTD OITpe-
nensiid B Tecte co ctumynsinueir AKTI v oHa Obliia BbISIB-
neHay 6 (67 %) 13 9 malueHTOB, Y KOTOPBIX IIPOBOAUIOCH
ucciaenopanue. CyiiecTBeHHO, uto 13 (48 %) u3 27 na-
LIMEHTOB UMeIn TToBbIeHHBIN ypoBeHb AKTT. ITpu a3Tom
y 7 nauueHTOB Ha0J1t01aJICsI HOpMaJIbHbINA YPOBEHb YTPEH-
Hero koptu3ona [42]. [inoroHagu3m y JaHHBIX TAlIMEeHTOB
(My>x4MH) BcTpeyascs B 79 % ciaydyaeB, Ipy 3TOM Y 60JIb-
IIIMHCTBA YPOBEHb CBOOOIHOI0 TECTOCTEPOHA TAKXKe ObLIT
HIKe HOpMaJTbHBIX 3HaueHMii. [IpenmMyecTBeHHOM hop-
MO ObLI MEPBUYHBIN TMIIOTOHAAU3M, IPEKTUIbHAS TUC-
yHkuus Habmonanack y 61 % U rMHEKOMACTUST — Y YeT-
BepTH manmueHToB. M3 obcnemoBaHHbIX Ul (1 = 35)
He3HAYUTEJIbHAS TUTIEPIIPOJIAKTUHEMUS OIIpeIeIsijiach
B 29 % cnydaeB (7 MyX4uuH, 3 XeHIUMHBI). [Ipu aTOM
2 XEeHIIWHBI UMEJIM HapylIeHe MEHCTPYaJIbHOTO 1IMKJIIA,
y 1 onpeaensiiach rajnakropesi. Takum o6pa3om, I10 1aH-
HBIM KJIMHUKU Meiio, B OOJIBIIMHCTBE CiIydyaeB 00cen0-
BaHHBIe TTaieHTh ¢ POEMS-cunapomMoM UMenu Te Wi
MHbIe 3HAOKpUHONaTuu. Hanbosblyo 4acToTy UMEJIOo
IMOpaxkeHMe TOHAM Y MY>KYMH.

I1o gaHHBIM OPUTAHCKOI'O UCCIEA0BAHMSI, B KOTOPOE
oy 59 natvientoB ¢ POEMS-cunnpomoM, y 63 % 60oib-
HBIX ObUIa 1OoCcTOBepHO MoaTBepxkaeHa POEMS-acconu-
MpOBaHHAas SHAOKPUHOIIATHS, IIPU 3TOM Y 92 % u3 31X
IMAIeHTOB MMeJIach KAK MUHMMYM OIHA SHIOKPHUHHAS
natosiorusi. Hanbosnee yacto BCTpeyayicsi TMITIOTOHAAU3M
(68 %). IunepnponakTuHeMust HabIomazach y 56 % na-
LIMEHTOB, TUTIOTUPe03 — Y 54 %, HapyllIeHWe yriIeBOMHOTO
obmeHa — y 24 %, HaANOYEYHMKOBAsI HEIOCTATOUHOCTh —
y 17 %. YacTb malueHTOB He HYXIAIUCh B crieluduye-
CKOM JICYCHNH SHIOKPUHONATUI, Y IPYTUX HAOII01a1ach
HopManu3auusl GyHKIWR Xeae3 BHYTPpEHHEe! ceKpeluun
IIpY JIeYEHNU OCHOBHOTO 3a00JeBaHus [60].

Taxke cymecTByIoT BapuaHThI g1e6iota POEMS-cuH-
JIpoMa, TIPY KOTOPBIX SHIOKPHUHOIIATUN 3aHIMAIOT OCHOB-
HOE MeCTO B KJIMHUYeCKOU KapTuHe. Tak, onucaH ciayJai
nediora POEMS-cuHapomMa aggucOHUYECKUM KpU30M
Ha (poHe TIpeaIIeCTBYIONIEH JTUTETbHOM TSKEJIOM MOIH -
HelponaTuu y 77-1eTHero naiueHTa, OCJI0XXHEHHbBIM Ca-
XapHBIM J1abeToM 2-T0 TUITa U TMroTupeo3oM [61]. J. Pro-
kop u coaBT. onvcanu ciydaii pa3sutusi POEMS-cunnpoma

y 33-7eTHETO MalleHTa B BUE HAAIIOUEUHUKOBOM Hell0-
CTaTOYHOCTH, CEHCOPHO-MOTOPHOI Iepudepudeckoit
IMOJIMHENAPOITATAN Y JIATCHTHOTO IIEPBUYHOTO TUIIOTUPE03a
[62]. Takxke onucaH 1e0OOT y 48-J1€THETO MALIMEHTA B CO-
YeTaHWHW HeHpOoNaTU 1 TUIIONUTYUTapru3Ma Ha (hoHe Ma-
KpoaIeHOMBI TUITo(H3a, 9TO IMOTPEeOOBAIO TOPMOHO3a-
MECTUTEJIbHOM Tepanuy TeCTOCTEPOHOM, TUPOKCHUHOM
U TuaApoKopTU30HOM [63]. H. Li 1 coaBT. onucau ciaydaii
ne6irora POEMS-cunapoMa y manmenTa 61 roga ¢ rumnep-
IMUTMEHTALIMA KOXU U CUMMETPUYHBIX OTEKOB HUKHMX
KOHEUHOCTE ¢ Toceayonieil BepuduKalyein Haamoueu-
HUKOBOW HEZOCTATOYHOCTH, TUIIOTHPEO3a U TMIIOTOHA-
amn3ma [59].

BBuny yacTtoil BcTpeuaeMOCTH 3HAOKPUHOIIATUH
mpu POEMS-cunnpome npemraraeTcst CeayIoInii ajiro-
PUTM OOCIeIOBAHMS TTALIMEHTOB C BIIEPBHIC BHISIBJICHHBIM
POEMS-cunnpomom (tadi. 4).

B 3akioueHre 00630pa KJIMHUYECKUX HapPYLICHUI,
cBoiicTBeHHbIX POEMS-cuHapoMy, He0OXOIUMO OTMe-
TUTD, YTO TUATHOCTHKA JAHHOTO MATOJIOTMYECKOTO COCTO-
SIHUSI TpeOyeT TECHOIO KOHTaKTa CIELMAIMCTOB Pa3HBIX
TUCIUTUINH, TIPEXIIe BCEro TeMaToJIora, HeBpoJiora v 3H-
IOKpuHOJiora. B HacTosmmee BpeMs Ijisl IUArHOCTUKU
POEMS-cunnpoMa UCIIONB3YI0TCS KpuTepun MexxayHa-
POIHOM TPYMIIbI O u3ydeHuio muenombl (IMWG) [64],
OCHOBaHHBIe Ha npemioxeHHol B 2003 . A. Dispenzieri
1 COABT. KpUTepUaJIbHOM Tabuiie (Tad. 5) [52]. Pyopuka
«IpyTHe TIpU3HAKW», He BXxoasasg B kpurepuu IMWG,
mpuBoauTcs 1o Tabdauie A. Dispenzieri 2019 . [10].

Taxkum obpazom, nuarHo3 POEMS-cunmpoma ycraHaB-
JINMBAETCSI C TIOMOIIIBIO TMATHOCTUIECKUX KpUTepueB. Js
MMOATBEPXKIACHMS TNAarHO3a HEOOXOIMMO HaIm4Iure 3 00Ib-
X KPUTEPHEB (U3 HUX 2 00s13aTeIbHBIX) U 1 Maioro.

CienmyeT 3aMeTUTh, UTO paHee B KPUTCPUU «IPYIHUe
MMPpU3HAKW» BKIIIOYAIHM JIMXOPAIKY, HE(PUT U KapTUOMHU-
OIaTHIO (CUCTONIMYIECKYIO TUCHYHKIINIO) [52].

B cBs13u ¢ penkoii yactotoii BctpedaemMoctu POEMS-
CUHAPOM IIpeICTaBIsIeT COOOM CIOXHBINA IUAarHOCTUYEe-
CKUM CITy4yail 1axe B YCIOBUSIX COBPEMEHHOM TEXHOIOTAY-
Hoii MeauuuHbl. [IpuBoaMM KAMHUYECKUI ciydait
BoisiBieHUs1 POEMS-cruHapoma mpu MyIsTULIEHTPUIHOM
6one3nu KactiaemaHa.

Knunuveckui cnyyaii

Ilayuenm JI., 70 nem, 17.01.2018 nocmynua é eemamo-
Jn0euveckoe omoenerue KAUHUKU Kageopsl haxynbmemcKkoil
mepanuu Boenno-meduyurnckoil akademuu um. C.M. Kuposa
¢ acanrobamu Ha Kaxexcuto (undexc maccol meaa 21,5 ke/m?
Ha one aHacapxu), 6OHUKAIOUUE NPEUMYU4ECIBEHHO 8 HO-
HOe 8peMsi 6He3anHble NPUCMYNbL 00ulel crabocmu, conpo-
8021COQIOUUECS MAXUNHOI U UMeIOuUe OAUMEeAbHOCIb 0K00
1 mun. Ipucmynut paspewtaaucs CHOHMAKHHO, 3aKAHYUBANUCH
Henpous3eonbHbuIM Moveucnyckauuem. Taxoce becnokounu
NOCMOSHHAS BbIPAJICEHHAS CAAOOCMY 8 HOAX, JceyHue 60U
6 CIONAX U Nepevix NAAbUax Hoe, YCUAUBAIOWUECs K eeHepy
U HEe3HAYUMEAbHO YMEHbULAIWUECs NOCAe NpUuema aHaibee-
MUK08, HeMOMUBUPOBAHHOE CHUMICEHUE Macchl meaa Ha 20 ke

OHROFEMATONOIUA 3’2020 tom 15



Pepnkue rematonoruyeckue 3a6onesaHns: TpyAHOCTH AUarHOCTUKK

OHROTFEMATONOIUA 32020 tom 15

Tabmuna 4. Aneopumm o6caredosanus IHOOKPUHHOU cucmemb 045 govisienenuss POEMS-cundpoma [42]

Table 4. Endocrine review of systems and laboratory tests during initial evaluation of POEMS syndrome [42]

DHIOKPUHHASA CHCTEMA Knnauueckue npusHaku JlabopaTopHbie TecTb

IInToBMOHAs Xene3a
Thyroid

VrneBomgHbI OOMEH
Glucose metabolism

ITonoBrie XKene3nl
Gonadal

[MponakTun
Prolactin

HannmouyeynukoBas
cucrema
Adrenal

KanbueBsiii oOMeH
Calcium regulation

[ToBrbilIeHHAs yTOMISIEMOCTh, UBMEHEHMS KO U BOJIOC,
JUCMEHODEA, 3H6KOCT]>, M3MEHCHUA YaCTOTEI CTYyJIa,
M3MEHEHUS MACChI TeJla U HACTPOEHUSI
Change in energy level, skin and hair changes, menstrual irregularities,
heat or cold intolerance, change in bowel habits, weight change,
mood changes

TupeoTpornHblii FOpMOH, CBOOOIHBIN
TUPOKCUH
Thyrotropin, free thyroxine

Tlommypwst, momunuIcus, mojavcdarus, U3MEHeHUE MacChl TeJla [1roko3a HaTolak
Polyuria, polydipsia, polyphagia, weight change Fasting glucose

OO1IMit 1 CBOOOAHBINA TECTOCTEPOH,
(hOUTMKYTOCTUMYIUPYIOIINIA TOPMOH,
JIIOTEMHU3UPYIOIIUIA TOPMOH,
3CTpaano (y KEHIMUH)

Total and bioavailable testosterone,
follicle-stimulating hormone, luteinizing
hormone, estradiol (in women)

Hapyienue nubuno, apeKTuabHas AUCchyHKIIMS, IMCMEHOPesT
Change in libido, erectile dysfunction, menstrual irregularities

IHeKoMacTHd, rajakTopesi, HarpyboaHne MOJOYHbBIX XKeJie3,
JIMCMEHODEsI, TOJIOBHBIE 00JIM, HApYIEHUS 3PEHUSI IponakTuH
Gynecomastia, galactorrhea, breast engorgement, menstrual Prolactin
irregularities, headaches, visual changes

INoBpIIIeHHag YTOMJIAEMOCTD, UBMEHEHUE MACChI T€J1a, TUIep-
MUTMEHTALMS KOXW, MUAJITUX, BJICYCHUE K COJICHON TUILE Koprtuzon, AKTI'
Weight change, change in energy level, skin color changes, Cortisol, ACTH
salt craving, muscle aches

ITapecre3un, MbILIEYHbIE CYIOPOTHU Kanpiuii cbIBOPOTKM KPOBU
Paresthesias, muscle cramps Calcium

Tadmuna 5. JJuaenocmuueckue kpumepuu POEMS-cundpoma [ 10, 64]
Table 5. Criteria for the diagnosis of POEMS syndrome [10, 64]

O6s3aTeIbHBIC
OOJIBbIINE KPUTEPUU
Mandatory major
criteria

Jpyrue 6oJiplime
KpUTEpUU
Other major criteria

Maiible KpuTepumn
Minor criteria

TNonmuHeliponaTus (XxapakTepHa AeMUeIMHU3MpPYIoast popma).

MoHokJIoHaIBbHOE MJ1a3MaKJIETOUHOE MpoidepaTUBHOE 3a00ieBaHKe (TPEUMYIIIECTBEHHO A-1IETIH)
Polyneuropathy (typically demyelinating).

Monoclonal plasma cell-proliferative disorder (almost always A)

bonesnp Kactiemana*.

Ouaru OCTCOCKIIEPO3a.

TloBbIIIeHHAS! TPOAYKIIUS COCYAMCTOrO SHAOTEIMAIBLHOrO (haKTopa pocTa
Castleman disease*.

Sclerotic bone lesions.

Vascular endothelial growth factor elevation

Opranomeranus (CTUIEHOMETaJIHsI, TeITaTOMETaust, TMMbOoaIeHOTIaTHS ).

OrteuHbIlt cMHAPOM (Tiepudepryeckre 0OTeKH, MIeBPaIbHbIN BBITIOT, ACLIUT).

OHOoKpUHONATHS (TTOpakeHNe HAAIMOYCUHNKOB, IIMUTOBUIHOM**, TapallluTOBUIHOM 1 TIOKEITyIOYHOM™*
XKeJie3, TUmodu3a 1 MOJIOBBIX JXee3).

M3aMeHeHusT KOXH (TUIIEPIUIMEHTAINsI, TUIIEPTPUX03, TIOMEPY/IOMIHAS TeMaHTMOMa, TUIETOpa, aKpoIa-
HO3, IPUJIUBBI, «O€JIbIe HOTTU» ).

OrteK aucKa 3puTeIbHOTO HepBa.

TpomO6o1IMTO3 /TIOAULIUTEMU ST **

Organomegaly (splenomegaly, hepatomegaly, or lymphadenopathy).

Extravascular volume overload (edema, pleural effusion, or ascites).

Endocrinopathy (adrenal, thyroid**, pituitary, gonadal, parathyroid, pancreatic**).

Skin changes (hyperpigmentation, hypertrichosis, glomeruloid hemangioma, plethora, acrocyanosis, flushing, “white nails”).
Papilledema.

Thrombocytosis/polycythemia***
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OxkoHnuanue maba. 5
End of the table 5

CumriitoM 6apabaHHBIX MAJIOYEK, CHYDKEHME MAacChl TeJla, TUIIEPIUAPO3, JIETOYHAs TUIIEPTEH3MS / PECTPUK-
TUBHOE MMOPAXEHKE JIETKKX, TPOMOOTUYECKWIA TUaTe3, AMapes, CHUXEHUE YPOBHS BUTAMUHA B, B KpoBU
Clubbing, weight loss, hyperhidrosis, pulmonary hypertension/restrictive lung disease, thrombotic diatheses,

diarrhea, low vitamin B, level

Jpyrue npusHaku
Other symptoms and
signs

*[Ipu POEMS-cundpome, accoyuuposanrom c 6oneznvio Kacmaemana, 603MoINCHO He YHUMbIGAMb OMCYMCMEUe MOHOKAOHAAbHO2O0
NAG3MAKAEMOYH020 NPoAUugepamusHo2o 3aboreeanus. ** M3-3a 6bicoKoll pacnpocmpanHeHHOCMU CaxapHo2o duabema u namono2uu
WUMOBUOHOIL JHceae3bl Imu OUAHO3bl N0 OMOEAbHOCMU He MO2YM A6AAMbCA MaAbIM Kpumepuem. ***Okono 50 % nayuenmoes umerom
U3MEHeHUA KOCMHO020 M032d, N0360AAUiUe UCKAYUMb MOHOKAOHAAbHYH) cAMMANAMUI0 HEeACH020 eeHe3a UAU MHONCEeCMBEHHYI0
muenomy [65]. Jns 6one3nu Kacmaemana 6oaee xapaxmepHst mpomOOuumoneHus: Ui aHemus..

*There is a Castleman disease variant of POEMS syndrome that occurs without evidence of a clonal plasma cell disorder that is not accounted for in this
table. This entity should be considered separately. ** Because of the high prevalence of diabetes mellitus and thyroid abnormalities, this diagnosis alone is
not sufficient to meet this minor criterion. ***Approximately 50 % of patients will have bone marrow changes that distinguish it from a typical monoclonal
gammopathies of undetermined significance or myeloma bone marrow [65]. Anemia and/or thrombocytopenia are distinctively unusual in this syndrome
unless Castleman disease is present.

3a nocaeoHue 6 mec, NOGbIUEHHYIO NOMAUBOCHb O 8eHepam,
epaHyAupyrowUil 136eHHbII Oeghekm 6 obaacmu muiaa Ae6oil
CMONbL NOCAE NePEHECEHHO20 PONCUCIO20 BOCHANCHUS.

Ilpu oyernxe obsexmusHo2o cmamyca o6pauaiu Ha ceds
BHUMAHUE CUMMempUiHble OMeKU HUNICHUX KOHeYHOCmel
00 YpOBHsL KOAEH, PAGHOMEPHO YE8eAUHEHHDBLI HCUBOM 3a CHem
acyuma, a maKice 8blpasCceHHble CKAePOOePMOUOHblE UMe-
HeHUs: Koocl, «beable Hoemu» U cUunomonus (apmepuaivHoe
daesnenue na obeux pykax 100/60 mm pm. cm.) (puc. 1-3).
Tlayuenm naxoouacs é majceaom cocmosHuu 88Uy NOAHOI
ympambui CHOCOOHOCMU K CAMOOOCAYHCUBAHUIO U HU3K020 00-
wecomamuyeckoeo cmamyca (ECOG 4).

Puc. 2. Cumnmom «benvix Hoemei»
Fig. 2. “White nails” symptom
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Puc. 3. Cxkaepodepmoudnvie usmenenus Koxcu
Fig. 3. Sclerodermoid skin lesions

Ocobbtii unmepec npedcmaensem aHamues 60ae3Hu, Oe-
MOHCMPUPYHOWULL OnUmenbHblil duazHOCMuU4ecKuil npoyecc,
oepywuil ceoe Hayano 6 2014 e., koeda nayuenm ommemun
nosejneHue pacnupa;ou;eﬁ boau 6 Hoeax, ycwzuearou;eﬁcg
K 6euepy. Co epemerem 604601l CUHOPOM U HAPACMAHUE CAA-
bocmu 6 Hoeax npogpeccuposant 0o NOAHOU ympamsl CHOCO0-
HoCcmu K nepe()eumceﬂuio newxom. boavroi Heoéﬂoxpamﬁo
Puc. 1. Buewnuii 6uo nayuenma. Ommeuaromes KaxeKcus, OmeuHslil CuH- 00pawanca K aneuoxupypey, npu yavmpaseykoeoii 0oniepo-
Opom, ckaepodepmoudHble UsMEHEHUS KOXCU epaghuu cocy0oe HUICHUX KOHeYHOCMell NAmoao2uy apmepi-
Fig. 1. Patient review. Cachexia, edema, sclerodermoid skin lesions A/1bHO20 U 8€EHO3HO20 pycﬂa He 61)[/10 BblS6/1CHO. B 20]5 2. npu
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04epeOHOM YAbMPA38YKOBOM UCCAE08AHUU COCYO08 HUNCHUX
KOHeuHOCmell ¢ 3aX8amom cocy008 masd @ MAaa0M ma3zy nep-
8ble Obl10 00HAPYICEHO YeeauteHue AUMPamu1ecKux y3108.
Ilo dannvim maeHummuo-pe3onancHoli momoepaguu (MPT)
0p2aH08 MAN020 MA3A 6 1e6biX 0MOeAax U3YANU3UPOBANOCH
00seMHOe 00pa308aHue HenpaguAbLHOL POPMbL C YeMKUM HO-
AUUUKAUYHBIM KOHMYPOM, HEOOHOPOOHOU CIPYKMYpbL, pazme-
pom 9 x 10 cm, degpopmupyrtowee u 3HauumensHo cmeujaroujee
6NPABO NPSAMYIO KUUKY, MOY€801l NY3bipb, NPeOCMAmMenbHY0
Jcenesy U cemMenHble NY3bipbKU, Makice 8U3yatu3uposaniico
MHOJICECMEeHHble CMPYKMYPHO U3MEHeHHble AuMpamuueckue
Y3161 00 6 cm 6 duamempe.

B anpene 2015 2. 6 20podckom KauHu4ecKkom uenmpe
nayuenmy 0bl1a GbINOAHEHA NEPBAsl IKCYUSUOHHAS OUONCUS
naxosoeo aumgpamuueckoeo y3ia caeea. Pesyremam eucmo-
A02UHeCK020 UCCAe008aHUS: AUMPamuyeckuil y3en ¢ eunep-
naazueii aumghoudnoil mxauu. B céa3u c Heungopmamuersim
uccnedoganuem nayueHmy 0viaa npogedeHa npuyenbras ouo-
ncus KoHeaomepama 3a0pruUHHbIX AUMPAMUYECKUX y3108.
Pesyavmam yumonoeuueckoeo uccae008anHus: KAemKu Aum-
gamuueckoii mKaHu ¢ 0ecmpyKmUGHoIMU USMEHEHUAMU.
Pesyavmam eucmonozuueckoeo uccae008anus: HeX00NCKUH-
ckas aumepoma. Ilpu nepecmompe mukponpenapamos u na-
paghuroswix 610K086 8 pegheperc-rabopamopui 6biA0 NOAYHEHO
3aKAl0MeHUe: 2UCIOA0UYMEeCKAsl KADMUHA COOMBEMCMEYem
peakmugHoil aumghadenonamuu. Ilo pezyromamam ummyHno-
2UCIOXUMUHECK020 UCCAe008AHUSA OAHHBIX 0 HAAUMUU ONYXO0-
186020 npoyecca makice He noayueno. Ilayuenma npodoaxca-
AU 6ecnoKoums 8blpasiceHble 604U 6 HUNCHUX KOHEUHOCHISIX.

B aseycme 2015 e. nayuenmy 0biaa 661noaHeHa bUONCUS
COAUOH020 00pazoganus manroeo masa. Pezysemam eucmo-
A02UMECK020 UCCAe008AHUSL: HCUPOBASL MKAHb C OCHPbIM PAC-
CMpoicmeoMm KposoobpaujeHus; ppazmenm uoposunomel.

IIpu MPT opeanos manoeo masa é cenmsbpe 2015 e.
0b110 KOHCMAMUPOBAHO COXPAHEHUe NAX080Il, Ma3080il, 3a-
oprowunHoOl AumpadeHonamuu 6e3 cyuecmeeHHoU OUHaAMU-
Ku. B auneape 2016 2. 6046HOMY 8bINOAHEHA IKCUUIUOHHAS
OUONCUsI 6HOBD BbISIBACHHO20 YBEAUYEHHO20 AUMPAMUHECKO-
20 y31a nodmblieuHol obaacmu caesa. Pesynrsmam eucmo-
A02UHeCK020 UCcAe008anUs: AumMpamuyeckuil yzen be3 npu-
3Hakoe namoaoeuu. bvira evinoanena konmpoavuas MPT
0p2aH08 Manoeo masa, no OAHHbIM KOMOPOL OMMe4dnocs
MUHUMAABbHOE Y8eaudeHiie pazmepos AUM@amuveckKux y3108
6 dunamuxe. Ilayuenm npodoaxcan Habarodamocs ¢ OuazHo-
30M aum@adeHonamuu nOOMblUeUHbIX, AOOOMUHANbHBLX,
BHYMPUEPYOHBIX AUMPDAMUHECKUX Y3/108.

B mapme 2016 e. nayuenmy obiaa 8binoAHeHA IKCUYU3U-
OHHASL OUONCUS AUMDAMUUECK020 Y31a 6 1€60Ll NOOMbLUUEHHOLL
obaacmu. Pezyabmam eucmonoeuueckoeo uccredosanus: au-
nomamo3s aumpamuueckoeo y3aa. Ilpuznaku onyxoneeozo
pocma He eviaénensl. llayuenm npodoasicanr Haxodumocs
nod ambyramopHsim HabAOeHUeM.

IIpu obcaedosanuu 6 ageycme 2016 2. danHvle KOMNbIO-
mepHOll momoepaghuu opeanos OPIUHON NOAOCMU U MAA020
masa noKasanu KapmuHy 2enamocnieHome2aiuu, ymepeH-
Hoeo acuyuma, eudponepukapda, abOOMUHAAbHOIUL AUM@Pade-
HONAmMUU Ha YPOBHe 80POM NEHEHU,; GbIPAICEHHOL 3a0PHOUIUH -

HoUl U Ma3080il aumgadenonamuiu ¢ 2 CMOpoH,; HabAOaANac
ompuyamenvras OUHAMUKA 8 8ude ygeauueHus 6cex epynn
aumepamuveckux y3n06. Ilayuenmy 6vi1a 6binonHeHa pesek-
yus aumgamuueckux y3a08 npagoil naxoeoil odaacmu;
N0 0aHHbBIM 2UCMOA02UHECKO20 UCCAe008AHUS MaAMEPUAn He-
UHOpMamueeH.

B Hosibpe 2016 e. nayuenm nepenec uuwiemMu4eckuii uH-
cyavm 6 baccelite n1eeoii cpedreli mo3eoeoii apmepuu. Ilpu
20CNUMANU3AYUY 6 CMAYUOHAD 8Nnepable Oblal ONUCAHbL He-
8posozuteckue CUMNMOMbL, 00BSCHAGUIUE OCHOBHbIE CYOBEK -
mugHble nposigaeHus 3a6oneeanus. Boisenena noauneiipona-
mus ¢ nopasycenuem 08U2AMENbHBIX U YYBCMBUMENbHBIX
B010KOH 8ePXHUX KOHeYHOCmell CMeuanHo20 xapakmepa,
npeuMyuecmeenHo OeMUeAUHU3UPYIOUe2o, 1y8CMEUMeNbHbIX
U 08ULAMENBHBIX B0A0KOH HUICHUX KOHEYHOCHell CMeUanHO-
20 xapakmepa. Ilpu ummyHnonoeuveckom uccaedoganuu o0o-
HapyiceHo 3HauumensHoe CHudIceHue koautecmea T-xeanepog
(CD3*CD4* 14,1 %, 0,45 x 10°/a). [Ipu ummynogpepmerm-
HoM ananu3ze gviagaeHvl anmumena IgG k eupycy npocmo-
2o eepneca 1-eo muna (1:800) u eupycy Bnwumeiina—bapp
(1:1400). Ilayuenmy 6vira npogedena 1eKmpoHelpoMUo-
epaus, via64eHO 2ny00KOe NOpadceHue CeHCOPHbIX U MO-
MOPHBIX BONOKOH NEpUhepu1ecKux Hepeo8 ePXHUX U HUICHUX
KoHeurnocmeil. bviia gvinonanena buoncus KojiCHO-Mblule4HO20
A0CKYMA; 2UCMOA02UYECKOe 3aKAIOYeHUe: CMEeUAHHbLI Npo-
yecc — MUKPOGHeUUM, 8ePOSMHO 0epMAmoMUo3um (UCKAI0-
Yumb B03MOJNCHOCMb BMOPU1HO20 NOpadceHus). B ceasu
¢ amum Ovlaa npogedeHa KOHCYAbMAUUs peemamonoead; 3a-
KAlOHeHUe: KPUMEPUANbHbIX OAHHBIX 0 PeBMAamoN02ULeCKOM
3a601e8aHuil Hem, umeem Mecmo XPOHUYEeCKoe UPYCOHOCU-
meabcmeo npocmoeo eepneca u eupyca Inumeiina—bapp,
Komopoe Ha (hoHe Hapyuienus UMMYHOPeaKMUBHOCIU M02A0
6b136aMb NOPAdICEHUE KANUAIAPOS U NepUudeputeckKux Hepeos.
Pexomendosana cumnmomamuueckas mepanusi.

Ilayuenmy 6Ovin npogedeH cKpunuHe HA cCUCMEMHbIE
3a601e6aHus cOeOUHUMENbHOU MKAHU, A MAKCce HA CKPbl-
mote ungexuyuu. Pezyaomam: 6onuanounsiii anmukoazynsim
LAl 66,2 ¢, LA2 47,8 c, LA1/LA2 1,38 — pe3yavmam caa-
bononoxcumenvrulil; ypogers muoerobuna 105 mke/n; pe3yno-
mam Ha GHMUHYKAeapHblil paKkmop, anmumena K MUmMoxoH-
opusam, aumumena K uyumonasasme Helmpopuios
OmMpuyamensvHolil;, NOAUMEPA3HAS UeNnHas peakyus Kposu
Ha yumomeeanrosupyc u gupyc Inumeiina—bapp ompuya-
menvHa; 0aHHbIX 0 60ppeanose, Kaeueeom IHyedarume, epa-
HYA0UUMAPHOM AHANAA3MO3€e Yen08eKd, MOHOUUMADHOM
IpAUXUO3e Hen08eKa He 0OHAPYIICEHO.

Credyrouue 4 mec nayuenm ommeuan yxyouieHue cocmo-
SAHUSL, NOBMOPHO AMOYAAMOPHO Obll KOHCYAbMUPOBAH PeBMa-
mMon020M, HA3HAYEHA mepanus npedHu30aoHom 60 me/cym.
HU3-3a nosieaenusn u Hapacmauus 0mMeK08 HUNCHUX KOHeYHO-
cmell, ouwyujeHus y4aueHHo2o cepouyeduenus 601bHOl ObLa
KOHCYAbMUPOBAH Kapouoao2om, epuduyuposana mepya-
menbHas apumMMUsl U HA3HA4eHa COOMBemcmeyouas mepa-
nus, reuebHblil 3hpexm npaKmuuecku omcymcmeosan.

B pamkax caedyroweii eocnumanuzayuu 6 mae 2017 .
obpawiano Ha cebsi GHUMAHUE BbICOKOe codepicanue y-2no-
Oyaunog (anexkmpogopes 6eaxoe kposu: arvgha 1 — 3,59 %,
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anvgpa 2 — 10,07 %, 6ema — 8,56 %, camma-ppakyusa 1 —
13,86 %, eamma-gpaxuyus 2 — 25,32 %), M-npomeun He
svisenet, yposHu C-peakmueHnoeo beaka 11,51 me/a, yepy-
nonaazmuna 37,32 me/on. B pamkax duaenocmuueckoeo 06-
€1e008aHUsL NPOBEOCHA NOUMPOHHO-IMUCCUOHHAS MOMO2PA-
Qus, coemeuennas ¢ KomnoromepHoi momoepagueii. Ee
3aKAHeHUe: AUMPadeHOnamus welHol creea, napampaxe-
anbHoll, OUypKayUoHHOIl, NApaKasalbHoil, napaaopmans-
HOll, Me3eHmMepuanbHoil, N008300UWHOU, 3ANUPAMENbHOU,
Naxo6oil epynn ¢ MUHUMAALHOU Memaboau4ecKoil aKkmueHo-
CMbIO; HCUOKOCHb 8 NOAOCMU NepuKapoa,; 2enamocnieHome-
eanus. boavHomy npogedero yavmpaszeykoeoe ucciedosanue
WUMOBUOHOLL JCeaesbl; 3X0epahuuecKux usMeHeHull He 6bl-
A6/1€HO.

B cenmsabpe 2017 2. nayuenmy 6vi1a 8vinonxena ouepeo-
Has Guoncus naxoeoeo aumgamuueckoeo yzia. Pezyssmam
2UCMOA02UHECK020 3aKAt04eHUs: 6oae3ns Kacmaemana, eu-
anuno-eackyaapuoiii mun (puc. 4, 5). Ipu sasexmpogopese
¢ UMMYHOpUKCayuell 6 CbleopomKe Kposu 00HAPYHCeH MOHO-
KAOHanbHbl Komnonenm (M-epaduenm, mun G/A, 4,59 2/1),
8 moue neekux yeneli (beaok benc-IDiconca) u MOHOKAOHAN-
HbIX UMMYHO2A00YAUHO8 He 8blABACHO, CeAeKMUBHAS eA0Me-
DYAAPHAS NPOMEUHYDUSL.

Ilpu nocmynaenuu 6 KAUHUKY Y hayueHma Haba0aracsy
mpexpocmkosas yumonenus (yposnu aetikoyumos 3,3 < 10°/a,
apumpouumog 3,56 x 10"/, eemoenobuna 102 2/a, cema-
mokpuma 31,9 %, mpomboyumos 27 x 10 °/a). B obuem
aHanusze mouu ypogets oeaxa 0,3 e/n. Panee, 6 mae 2017 2.,
OMMe4anoco 00HOKPAMHOe NOBbIUIeHUe YPOBHS OeaKa MOUU
do 1 e/a. Takce Habarodanuce NPU3HAKU ne4eHo4Ho (Yypos-
Hu 0bweeo beaxa 62 e/a, anvoymuna 27,9 e/a, xonecmepuna
1,59 mmonv/a, akmusupoeanroe uacmuuHoe mpomoonia-
cmunogoe epemsa 53,2 ¢, npompombunogutii unoexc 64 %)
u noueuHoil (yposru mouegunsvl 10,3 Mmmonv/n, KpeamuHura
139,1 mxmonv/a, ckopocms KaAyO0UK080I uibmpayuu
34 ma/m? xmun) HedocmamouHocmu, euno2auxkemust (YpogeHo
2n0K03bl Hamowak 3,76 mmoav/n). Ilpu uccaedosanuu co-
depacanus anekmpoaumos yposru Kaus (4,83 mmons/n),

Puc. 4. Oowuii 6ud aumgamuueckoeo yzna (* 10, okpacka eemamoxcusuHom
U 303UHOM)
Fig. 4. Review of the lymph node (x 10, hematoxylin & eosin)

Puc. 5. Bpacmarowgue 6 oanukyn cocyovt u ManmuiiHas 30Ha 8 8uoe «ay-
KO0B0U weayxu», 2UaruHo3 cepmunamueroeo yenmpa (% 100, okpacka eema-
MOKCUAUHOM U 03UHOM)

Fig. 5. Vessels and mantle growing into the follicle in the form of “onion skin”
pattern, hyalinosis of the germinal center (< 100, hematoxylin & eosin)

nampus (138 mmoav/n), xaopa (100 mmonv/n) u maeHus
(0,72 mmonv/n) Haxoduaucs 6 npedeaax HOpMaabHbIX 3HAHe-
HUil, 00HaKo HabAOaracy eunoKatvyuemus (yposeHs Kanb-
yus 1,88 mmonv/n).

C yuemom canob nayuenma u aHamuesa 6oae3uu Obin
nocmaenen npeosapumenvrblli OUaeHo3: UOUONAMUUECKAas.
Myavmuyenmpuueckas boaeznv Kacmaemana. Odnaxo oan-
Hblll QUAeHO3 He OMPANCan NOAH020 COCTOAHUS G0AbHORO.
Ilo pesyasmamam npogedeHHOU NOAUMEPAZHOU YenHOU pe-
aKyuu 8 Kposu OaHHbBIX 0 HOCUMEAbCEE GUPYCA UMMYHOOe-
@uyuma yeaogexa u supyca sepneca 8 He noAY4eHo.

Ilpoepeccupyrowjas 6 meueHue nocieoHux aem noau-
Heliponamus, Haiuuue HCUOKOCMU 6 nepuKapoe, NaeepaIbHbiX
noaocmsx u 6prOWHOI nosocmu, aumpadeHonamus u eena-
mocnaeHoMe2anUsl, NPOMEUHYPUSL, CHUNCEHUE CKOPOCU KAY-
004K060U PuUABMPAUUU, G MAKIICE HAAUYUe 2UNOAUKeMUU,
CKAepono00OHbIX USMHEHUT KodCU, «Oenblx Hoemeil», mpom-
boyumonenuu msyceaoii cmenenu u M-npomeuna ykazviea-
au Ha POEMS-cundpom y nayuenma. Jlaa eepugpuxayuu
Haauvuss POEMS-cundpoma nayuenmy npoeeder CKpuHuHe
Ha 3HOOKPUHHYIO hamoaoeuro (maoa. 6).

U3 sHOOKpUHHBIX HApYUWEHUT 8bIS8ACH 2UNO2OHAOUIM
(Yposerwv obueco mecmocmepona 2,43 Hmonv/n) u eunomu-
peo3 (yposHu mupeompontozo eopmora 4,9 mME/a, co600-
Ho2o mupokcuna 9,8 nmoas/n). boir nocmaegaen oxonuamens-
Hblll Ouaeno3: uduonamuueckas MYAbMUUEHMPUHECKAs
oonesnv Kacmaemana;, POEMS-cundpom c evipasxcerHoil
noauHeuponamuel U NOpasceHuem 08UAMeNbHbIX U 4y6cm-
BUMENbHBIX B0A0KOH 8EPXHUX U HUNICHUX KOHeUHOCmell cMe-
UAHH020, NPEUMYU4ECINBEHHO OeMUCAUHUSUPYIOUe20 XAPAK -
mepa, NOPadNceHuem Kolcu, NOAUCEPOIUMOM, Heppumom,
2UNOCOHAOUBMOM U 2UNOMUPEO30M.

bBbira unuyuuposana cneyuguueckas UMMyHoOmMepanus
pumykcumabom é doze 375 me/m? (700 me Ha ésederue) exce-
HedenvHo 4 66edenus, danee — excemecsuro. Taxace npoeoodu-
/10Cb CONPOBOOUMENbHOE NeHeHUe 8 BUOE 2eMOMPAHCPY3UOHHOU
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mepanuu 5 % pacmeopom arbOyMuHa uenoseueckoeo, 000-
eaujeHHoeo mpomboyumamu naasmol. Ha gpore npoeodumoii
2eMOMPaHC@y3UOHHOL Mepanuu ommeueHo nogbluieHue ypos-
Ha mpomboyumos >50 % 10°/a, 00naxo yposenb arbO0ymuHa
0CMABANCH CHUNICCHHBIM.

B danvHeituwem nayuernm oo nepesedeH 6 0pyeoil cma-
yuonap. Ha momenm nepegoda évinonnero 3 66e0eHus pu-
mykcumaba, 00cmueHymo yayuuieHue 8 eude noGvlueHus
yposHeil mpombouumos (88 < 10P/n), aetixouumos (7,6 < 10°/1),
cmabuauzayuu ypoeHus eemoerobuna (104 x 102/4),
OMCYMCMBUsL HapaCMaHuUs OMeHHO20 CUHOPOMA, AUXOPAOKU,
OCNOMNCHEHUT YUMOAUMUHECK020 CUHOPOMA, YAYHUeHUs 00-
wecomamuyeckoeo cmamyca (ECOG 2—3), cybsekmuerozo
yayuuieHus (ymeHvueHue carabocmu).

SamecmumenvHas e0pMOHOMeEPanUsi nPenapamamu mec-
mocmepoHa U MUpoOKCUHAa He NPO8ooUAACy, MAK KAK U36ecm-
HO, UMO JeYeHue 0CHOBHO20 3a004e8aHUSL CHOCOOHO HUGeAU-
pogams IHOOKPUHOAOUYECKUE PACCMPOLicea Y OaHHOI
Kameeopuu 601bHbIX.

Tabmmua 6. Pe3yasmamot 20pMOHANLHO20 UCCAEO08AHUS KPOBU

Table 6. Results of hormonal blood tests

IToka3zarenb 3HayeHne Pe:}:{e_[l‘)eepl‘:f;]bl“
CBOOOIHBIN TUPOKCUH, TIMOJIb,/JT 98 10.3-24.5
Free thyroxine, pmol/L ’ ’ >
TupeorpomnHsiii TopMoH, MME /1
Thyrotropin, mIU/L 49 0,4-4,0
D oMUKYJIOCTUMYTU PY IO
ropmoH, MME /Mt 6,15 0,7—11,1
Follicle-stimulating hormone, mIU/ml
DCTpaanont, mr/mi 24.7 0.0—56.0
Estradiol, pg/ml ’ > ’
[Mponaktun, MME /1
Prolactin, mIU/L 318 53-360
OO11Mii TECTOCTEPOH, HMOJIb/JT
Total testosterone, nmol/L 2,43 6,9-25,7
JltoTenHU3UPYIOLINi TOPMOH,

ME/n 3,25 0,8—7,6
Luteinizing hormone, IU/L
AJTBIOCTEpOH, TIT/MJT 1902 25.0—315.0

Aldosterone, pg/ml

06cyxneHue

TpymHoctu nuarHoctukun POEMS-cunnpoma, acco-
LUMpPOBaHHOIO ¢ 0oJie3Hbl0 KacTiemaHa, oObSICHSIIOTCS,
IIpeXIIe BCero, MeIJICHHBIM pa3BUTHEM U HeCTIEITU(PUIHO-
CTbIO CYObEKTMBHOM CHUMIITOMATUKU MPU 000MX MATOJIOT-
YECKUX COCTOSIHMSIX, TTO3MHUM OOpallleHMEM MallMEHTOB
3a MEAULIMHCKOM TTOMOIIBIO, & TAKXKE HEIOCTATOYHOM NUH-
(GOpPMUPOBAHHOCTHIO Bpayeil pa3IMYHbIX CIIeLIMaIbHOCTEM
B BOIIPOCAX BBISIBJICHUSI peIKUX 3a00J1eBaHUit. B Takux ciry-
yasix 6oJie3Hb Kactiaemana, IBisisiCh, O CyTU, HEKJIOHAIb-

HOW OITyXOJIblO, BBIMAAAET U3 MOJISI 3PEHMSI OHKOJIOTOB,
reMaToJIOTOB 1 TeM 00Jiee HEBPOJIOTOB WUIM HE(POJIOTOB —
yallle BCEro MepBbIX CIEUAIMCTOB HA MYTH MALMEHTOB.

Haxe mocie ycraHoBku auarHo3a POEMS-cuanpoma,
pasBuBIIerocs Ha poHe 0one3nn KacrinemaHna, CMICTEMHBIX
ayTOMMMYHHBIX 3a00JIeBaHU, CUCTEMHOTO aMUJIOU103a,
MOHOKJIOHAQJIbHOW raMmaraTMM HESICHOTO 3Ha4YeHMs
WJIM APYTMX BAPUAHTOB JOKJIMHUYECKOTO TEYEHUS TeMO-
01aCcTO30B, MALIMEHThI OKA3bIBAIOTCSI BHE PAMOK CBOMCT-
BEHHBIX KaXIOW M3 CIELUATBHOCTEM TEPaNeBTUYECKUX
noaxoaoB. IlpyuMeHeHe COBPEMEHHBIX METOJI0OB UMMY-
CYIIPECCMBHOM, UMMYHOMOIYJUPYIOLIEN WA TIPOTUBO-
OMyXOJIeBOW TepanuM CYIIECTBEHHO OrpaHUWYMBaETCS
CJIOXKHOCTSIMM TaKCOHOMUYECKON pyOpupUKaluu auar-
HO3a, OTCYTCTBUEM €IMHBIX TEPANEBTUYECKUX MOAXOI0B
U CBSI3aHHBIMU C 3TUM HEPELIEHHBIMM BOIIPOCAMU IpO-
¢unImM3aunu 1 JeKapCTBEHHOTO 0OecrieYeHsI OOJTbHBIX.

B npencraBieHHOM KIIMHUYECKOM ITPUMeEpe HArJISIIHO
MPOJEMOHCTPUPOBAHBI CJIOXKHOCTU U JJIUTEIbHOCTD M-
arHOCTUYECKOTO IoMcKa. 3aboysieBaHMEe IeOI0TUPOBAIO
00J1eBOIi HeliponaTueil ¢ MeaJIeHHbIM pa3BUTUEM APYTUX
cocrapistonux POEMS-cunapoma. UHTEpecHBIM TIpe-
CTaBJISIETCS HapacTalpllee 3HaUYeHUEe SHIOKPUHHBIX Ha-
PYIIECHU, BOSHUKIINX Ha QUHAIBHOM 3Tarie pa3BUTHUS
6ose3nu. Obpalaer Ha cedsl BHUMaHME JJINTeJIbHAS U He-
a¢hdeKTUBHAs «MapIIPyTA3aLMsT» 00abpHOTO. Tak, Mo mo-
BOJly MUHTEHCUBHOTO 00JIEBOTO CUHAPOMA HUXKHUX KOHEU -
HOCTEeil BcieacTBUEe OO0JIeBOM HelpomaTuu IalMeHT
roJaMu 00CJIeI0BAJICS 1 JIEUUJICS Y COCYAMCTBIX XUPYPTrOB.
Tonbko 1ocie nmepeHeCeHHOro MHCYJIbTa 00JIbHOM ObLIT
BIEPBBIC 00CIe0BaH HeBpoaoroM. OmHAKO 1axe Ha 3Ta-
T1€ BBISIBJICHUSI XapaKTEPHOTO TUIIA TTOJMHENPONaTUU Ha-
MpaBJieHUE AUATHOCTUKW HE U3MeHWIoch. HapactaHue
OTE€YHOTO CMHAPOMA PACLIEHUBAJIOCh B KAYECTBE MPOSIB-
JICHUI MEPLATEJIbHOM apUTMUN C XPOHUYECKOU CEPIeYHON
HEI0CTAaTOYHOCTbIO U MATOJIOTUU COCYAOB, B CBSI3U C UEM
KapIroJI0rOM IIPOBOIUIIACH KApANOTPOITHAS, a (hJ1e00I0-
TOM — aHTMOTpONHas Tepanus. U3MeHeHrs KOXU IpuBe-
JIM K YCTAaHOBKE PEBMATOJIOIOM 3TAlTHOTO AUarHo3a Aep-
MaTOMMO31Ta U Ha3HAYEHUIO MIIOKOKOPTUKOCTEPOUAHOM
Teparuu. ToJIbKO IpH CePUITHBIX TOMILIEPOTrpapuIeCKIxX
KUCCJIEN0BAHMSIX COCYA0B HUXHMX KOHEYHOCTEN Oblia
BIICPBBIC BBISIBICHA 3HAUUTEIbHAS IMMdaneHOIaTHsI Ma-
Jioro Ta3a. ToabKo 1ocie 7 matoMop@oIornyecKux uccie-
JIOBAaHUM pa3IMYHbIX OMONCUIHBIX MATEPUAJIOB BbISIBJIEHA
XapakTepHas 1jis1 6oje3Hr KactiaemaHa ructonoruyeckast
kaptrHa. OKOHYATeIbHBIN TrarHo3 oone3nu Kactiemana
B couetann ¢ POEMS-cunapoMoM ObI1 BepuUIIMpoBaH
TOJIBKO TIOCJIE CUCTEMHOIO aHaau3a pe3yJibTaToB 0oJsee
yeM 4-netHero oocnenoBanus (2014—2018 rr.) u BHUMa-
TeJIbHOIO0 00BEKTUBHOTO 00CIe0BaHUS OOJIBbHOTO.

IIpu nuarHocTuKe M NJIAHUPOBAHUU TEpANUU Y Ma-
mmeHToB ¢ POEMS-cuHapoMoM 3HAYMMOCTb SHIOKPUHHBIX
HapylIeHWIT OOBIYHO 3aHMXaeTcsd Ha (hOHE pa3BepHYTOMN
KapTUHBI IPYTUX XapaKTEPHbIX MPOSIBICHU. BbIsIBIIEHHbIE
y IIPEACTABJIIEHHOTO MallMeHTa SHAOKPUHHbIE Hapyllle-
HUS HOCUJIM XapaKTep MHOXECTBEHHBIX MOPaXXEHUM
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M XapaKTePHU30BAIM MOPaXKeHNE IIUTOBUIHOM KeJIe3Hl,
TOHAJ, HapYIICHNH KaJbLKEBOTO U YIJICBOMIHOTO OOMEHA.
[unoroHagusM y mamydeHTa HOCUJI IMPEUMYIIECTBEHHO
MIePBUYHBIN XapaKTep, TaK KaK IPU PE3KOM CHIDKCHUH
YPOBHSI OOIIIETO TECTOCTEPOHA B KPOBU YPOBHU JIIOTCUHM -
3UPYIOIIETO U (POJUIMKYIOCTUMYIUPYIOIIET0O TOPMOHOB
HaXOOWINCh B Ipeaesax pedpepeHCHBIX 3HaueHuit. Obcie-
JIOBaHUE Ha IIPeAMET BO3PACTHOTO aHIPOTEHHOTO Aehu-
LIUTa ¥ SPEKTWIbHONW IMCOYHKIWUA HE IIPOBOIMIOCH
10 TIPUIMHE TSLKEJIOTO COMAaTHYECKOTO COCTOSTHMS TTAlIM -
eHTa. [umoTupeos3 y mannreHTa HOCWII XapaKTep SIBHBIM,
MEPBUYHBII, TIpU 3TOM OOpalllaeT Ha ce0ss BHUMaHUE HU3-
Kasl peakiys ageHOrunodu3a Ha CHUKEHHYIO KOHIICHT-
panmio neprdepuyeckoro ropMoHa (TupokcuHa). [umep-
MIPOJaKTUHEMUs OTCYTCTBOBaja. HapyleHuit cekpernm

aJbIOoCTepOHa He oTMedanoch. OOpalaeT Ha ceOsl BHUMa-
HHE HEOJHOKPATHO AMarHOCTUpYyeMasi TUIIOKAIbLIUEMUS],
KoTtopas xapakrepHa st POEMS-cunapoma. BeisgBiieH-
HO€ y MallMeHTa COYECTAaHUE TUIIOIIMKEMUU U CTOMKOM
TMIOTOHUY MOXHO OBLIIO TPAKTOBAaTh B paMKax HaJaroueu-
HUKOBOI HEIOCTATOYHOCTH.

3akniouenue

TakuMm oOpazoM, He TOJBKO HOIYJISIpU3aLMsI 3HAHUI
0 PeIKUX BUAAX MATOJIOTMU YW MYJBTUAUCIUILIMHAPHBIC
ITOIXOMBI K VX BBISIBJICHUIO, HO 1 BBEICHUE B aJITOPUTMBI
IUATHOCTHKHN CBOEBPEMEHHOI'O SHIOKPHUHOJOTMYECKOTO
00ce10BaHUs MOTYT CITOCOOCTBOBATh COBEPLIEHCTBOBA-
HUIO TMATrHOCTHKYU W JICUCHMS MALIMEHTOB ¢ 0O0JIE3HBIO
Kactnemana u POEMS-cunapomom.
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