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PE®EPAT

AKTYAJIbHOCTb. POEMS-cuHgpoM — pegkuini MynbTu-
CUCTEMHbI CUHOPOM, CBHA3a@HHbIA C MOHOK/IOHa/bHOM
nponudepaunert nnasmMaTM4eckmnx Knetok unu B-numdo-
LMTOB, B OCHOBE KOTOPOrO /IEXUT LUTOKMH-OMOCpeaoBaH-
HbIi MEXaHU3M MaToreHesa. HecMoTpsa Ha Hanmume YeTkux
KpUTEPUEB MNOCTAHOBKW AMarHo3a, ero CBOEBpPEMEHHad
BepupmkaLma 3aTpyaHeHa BBUAY UCKTIOUYNUTETbHOMO NOJKU-
MOpM3Ma KNMHNYECKOWN KapTUHbI.

UE/Nb. N3yuntb knuHMKO-nabopaTtopHbli npoduib 1 ava-
rHOCTMYECKMe MapLpyThl naumeHToB ¢ POEMS-cnHgpomom.

MATEPUAJIbl U METObI. B HacTofilLlee peTpoCneKTmB-
Hoe ob6cepBaUMOHHOEe uccneoBaHme BknoyeHo 40 naum-
€HTOB C BNepBble gnarHoctmpoBaHHbIM POEMS-cuHgpomom,
nony4yaBLlwmx neveHune B nepuog ¢ 01.2016 no 09.2025 r.
B ABYX KPYMHbIX FreMaTO/IOrMYeCKUX LIeHTPax.

PE3Y/JIbTATbl. MegraHa Bo3pacTa MaUMEHTOB Ha MOMEHT
noatreBepxaeHns pguarHosa POEMS-cuHgpoma cocTtaBuna
58 net (amana3oH 28-80 neT), MegnaHa BpeEMEHM OT MaHude-
cTauMm CMMMNTOMOB [0 NMOCTaHOBKM AMarHosa — 23 Mec. (ava-
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ABSTRACT

BACKGROUND. POEMS syndrome is a rare multisystem
syndrome associated with monoclonal proliferation of plas-
ma cells or B-lymphocytes and based on cytokine-mediated
pathogenetic mechanism. Despite the clear diagnostic crite-
ria, timely verification of the diagnosis is challenging due to
the extreme variability of clinical features.

AIM. To study clinical and laboratory profile as well as diag-
nostic routes of patients with POEMS syndrome.

MATERIALS & METHODS. This retrospective observation-
al study enrolled 40 patients with newly diagnosed POEMS
syndrome treated at two major centers for hematology in
the period from 01.2016 to 09.2025.

RESULTS. On the date of POEMS syndrome diagnosis, the
median age of patients was 58 years (range 28-80 years),
and median time from symptom manifestation to diagnosis
was 23 months (range 1-146 months). On initial presenta-
tion at the Federal center, 30 % of patients were severely
disabled and completely immobilized. All of them met two
essential criteria: polyneuropathy and monoclonal gammo-
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nasoH 1-146 mec.). Ha MOMeHT nepBMYHOro obpalleHus B dhe-
aepanbHblii LeHTp 30 % nauneHToB HaxoauUCb B COCTOSIHUM
rnyooKOW WHBaNMAM3auMM W MOSHOCTLIO YTPaTUaIn Crnocob-
HOCTb K CaMOCTOATE/IbHOMY NepeaBuKeHuio. Y Bcex 6bI/1o ABa
o69a3aTe/IbHbIX KPUTEPUS: NONMHENRPONATUA U MOHOKNOHAa b-
Has rammanatus. B nogaBnsiowem 60/bLUMHCTBE Crly4aeB
nonvHerponatnus Oblna npeacraB/ieHa CEeHCOPHO-MOTOPHOM
thopmoii (87,5 %) c npeobnagaHMem CMELLAHHOrO aKCOoHasb-
HO-OeMUEeNUHU3NpYoLWero Tuna nopaxenus (79,4 %). MNa-
panpoteunH BbigBneH y 97,5 % naumeHtoB, ogHako y 30 %
MaToNIOrM4YeCKUii KNOH MiiasMaTnyeckmnx KneTok He Obll 06-
Hapy>XeH CTaHOapTHbIMW MeTogamu. K Apyrum nNposiBieHnaMm
POEMS-cnuHapoMa OTHOCATCA HanMume KOCTHbIX M3MEHEHWUIA
(62,5 %), noBblweHne yposHa VEGF (73 %), opraHomeranus
(75 %), sHookpuHonaTtus (60 %), KoxHble nameHeHus (52,5 %),
neperpyska BHECOCYyaMUCTbIM OObEMOM Xuakoctn (47,5 %),
Tpombouuntos/nonnuntemms (45 %). [Jo Bepudmnkaumm pua-
rHO3a MauneHTbl 06cneqoBanncb B cpegHeM y 3 (amManasoH
1-6) cneumanncTos, Yalle Bcero — y HeBporsora (62,5 %). Hau-
6onee 4acTo Ha aTane AMarHoOCTUYeCKOro nomcka oWmMOOYHO
npegnonaranacb XpoHn4Yeckasa BoCnannteibHasa 4eEMUenHM-
3upytowasa nonunHeiponatus (32,5 %). MNMocne o6cnenoBaHus
y cmexHbIx crneumanuctoB 80 % naumeHToB Oblnn Hanpas-
neHbl K rematonory. B 50 % cnyyaeB 6b110 BbISBNEHO /TMM-
donponudepateHoe 3aboneBaHne, HO 6e3 Bepudmkaumnm
POEMS-cungpoma. Y 20 % naumeHToB OLLIMBOYHO NOCTaB/eH
AnarHo3 mmenonponndgepaTtMBHOR Heomnasnn.

3AKJTIOMEHUE. CeBoeBpemeHHaa pgnarHoctnka POEMS-
cuHgpoma TpebyeT noBblWeHUs WMHGOOPMUPOBAHHOCTU
N HACTOPOXXEHHOCTU MeAULIMHCKOro COOOLLECTBA O ero no-
NMMOPMHOM KNNHKKE, @ TaKXe YKPENIeHNs MeXamcumnnn-
HapHbIX NOAXOAOB.
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pathy. In the vast majority of cases, polyneuropathy mani-
fested itself in a sensory and motor form (87.5 %) with pre-
dominantly mixed axonal and demyelinating lesions (79.4 %).
Paraprotein was identified in 97.5 % of patients, however
in 30 % of them the pathologic clone of plasma cells was
not detected by standard techniques. Other manifestations
of POEMS syndrome include bone abnormalities (62.5 %),
increased VEGF level (73 %), organomegaly (75 %), endo-
crinopathy (60 %), skin lesions (52.5 %), extravascular fluid
overload (47.5 %), and thrombocytosis/polycythemia (45 %).
Prior to diagnosis verification, on average, patients were
examined by 3 (range 1-6) medical specialists, most often
by a neurologist (62.5 %). At the diagnostic stage, chronic
inflammatory demyelinating polyneuropathy (32.5 %) was
widely and wrongly assumed. After examination by related
specialists, 80 % of patients were referred to a hematologist.
In 50 % of cases, lymphoproliferative diseases were identi-
fied, however, without verification of POEMS syndrome. In
20 % of patients, myeloproliferative neoplasia was wrongly
diagnosed.

CONCLUSION. For timely diagnosis of POEMS syndrome,
medical specialists should raise awareness and alertness
concerning its polymorphic clinical features and additionally
strengthen interdisciplinary approaches.

KEYWORDS: POEMS syndrome, polyneuropathy,
monoclonal gammopathy, diagnostic challenges.
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BBEJAEHME

POEMS-cuHpoM — KpaliHe peJKuil MapaHeoIIacTH-
YEeCKUM MYJBTUCUCTEMHBIA CHUHAPOM, CBSI3aHHBIM C
MOHOKJIOHAJIbHOM IJIa3MOKJIETOYHOM JIN60 B-KjeTouHOU
nposindepanueit [1-3], BoCHOBe KOTOPOT0 JIEXKUT IIUTOKUH-
OMOCpeIoBaHHbIN MexaHU3M natoreHesa [4-10]. HecMoTps
Ha KpalHI0I0 peAKOCTb 3a00JieBaHHUsl, JaHHbIM CHUHJPOM
pOZO/DKaeT NpPUBJIEKAaTb BHUMaHUe MCCefoBaTeseld, o

YyeM CBU/JETebCTBYET pacTyllasi My6IMKalMOHHAsl aKTUB-
HOCTb. BuG/IMOMeTpUYecKUi aHa/ln3, OIMyO6JUKOBAaHHBIN
B 2023 1, BeIsiBWJI 830 paboT 1o JaHHOM TeMe 3a Nepuos C
1 suBaps 2000 r. mo 8 mapTta 2023 r. [11]. 3a nocesHee Je-
CATUJIETHE €XeroZjHoe YMC/I0 MyOGIMKaLKK, NOCBALEHHbIX
POEMS-cunapoMy, yBeJIMYUIOCH 6ojiee 4eM B 2 pasa, YTO
OTpakaeT COXPaHAIILMNCA UHTePeC, a TaK)Ke HepellleHHble
BOIPOCHI B IMATHOCTHKE U JIeUeHUH 3a60/1eBaHUSI.
Knunuyeckasa kaptuHa POEMS-cunppomMa xapakre-
pU3yeTCs UCKJIIOYUTENbHBIM NoauMopdusmoM. Kiaccu-
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YeCKUH CHUMIITOMOKOMILJIEKC, OTPaXKeHHbI B aKpOHHUMe
POEMS, BkJlO4aeT CEHCOMOTOPHYIO MOJUHeHponaTuio
(P), opranomeranuto (0), sHpokpuHonatuto (E), Hanuuue
MOHOKJIOHa/IbHOTO 6Gesika (M) U KOXHble HW3MEHEeHUs
(S) [12]. OgHako crneKTp HNpOsIBJIEHUM ropasfio LIHUpe U
YacTO BKJIIOYAeT BHECOCYJUCTYIO Ieperpy3ky o6beMoM
(nepudepuyeckre OTEKH, aCLIUT, BLIIOTHI B CEPO3HbIE I10-
JocTy), 60/1e3Hb KacTiieMaHa, ckJiepoTHYeCKUe KOCTHbIe
NOpa)KeHUsl, TPOMOOLUTO3/NOJULUTEMHUIO, JIETOYHYIO
TMIepTeH3UI0, 3HAOKPHUHHYI MaTOJIOTMI0, OTeK JAUCKa
3pUTEJILHOTO HepBa M NOBbILIEHHWe YpoBHA ¢akTopa
pocta 3HpoTtenus cocynoB (VEGF), koTophiil cuuTaeTcs
KJIIOUeBbIM 3BEHOM NaToreHes3a 3aboJieBaHus [4-7, 9].

POEMS-cuHApOM MOXeT MpoTeKaTb KaK W30JIU-
POBAaHHO, TaK U OBITb ACCOLUUPOBAHHBIM C APYrMMHU
KJIOHAJIbHbIMM TJIa3MOKJIETOYHBIMU WJIM JUMGONPOJIU-
depaTBHBIMU 3a60/1€eBaHUAMH, TAKUMHU KaK COJIMTapHas
MJIa3MOLIMTOMA, MHOKeCTBEHHasl MUeJioMa U pa3JinyHble
BapUaHThl HEXO/PKKUHCKUX auMdom [2, 3, 13, 14]. Oc-
HOBHBIMU CIelMaJUCTaMH, CTAIKUBAIOLMMUCH C 3TUMHU
60JIbHBIMH, 3aKOHOMEPHO SIBJSIOTCS HEBPOJIOTH, K KO-
TOpPBIM MaLlUEHThl 06pallaloTcs B Ae6loTe 3a60/1eBaHuUsA
B CBfI3U C JOMUHUpYWOIEeN NoJMHeHponaTuel, U reMa-
TOJIOTH, B KOMIETEHLUI0 KOTOPBbIX BXOAUT NpPOBeJeHHe
naToreHeTHUYeCKOH Tepanuu.

HecMoTpss Ha Ha/lWyMe YeTKUX [JUAarHOCTUYECKHX
KpUTepueB 3ab60seBaHUsA, CGOPMYJIUPOBAHHBIX pabouei
rpynno# noj, pykooactBoM A. Dispenzieri [1], cBoeBpe-
MeHHasi BepHdUKalus CHUHAPOMA OCTAeTCs Cepbe3HOM
KJIMHUYecKol nmpob6sieMoit. OHON U3 KJII0UYEBBIX AUATHO-
CTUYECKUX TPYAHOCTeH sBaseTcsa TOT (aKT, YTO y 3Ha-
YUTEeJbHOW YaCTHU NMalMeHTOB (MO0 JAaHHBIM HEKOTOPBIX
ucciaenoBanuid, 1o 20-30 %) ¢ NOMOIIbLIO CTAaHAAPTHBIX
MeToZ0B (MPOTOYHON IUTODJIOOPUMETPUH, HMMYHO-
TUCTOXMMHUM) He yJlaeTcs NMOATBEPAUTH HaJlHd4yMe KJIOHA
MJIa3MaTUYeCKUX WU B-KJ1eTok B KOCcTHOM Mo3re [15].
ITO NPUBOAUT K TUIIOJMarHOCTHKE, 3a/ilep>KKe HadaJsla Te-
panuu ¥ nporpeccupyolieil ”HBaJMAU3al M1 MallueHTOB.

Ilenp HacTOAIET0 HCCAEAO0BAHMS — aHaJIU3
KJIMHUKO-1a60paTopHOro Npoduis U JUarHOCTUYEeCKHUX
MapuwpyToB nagueHToB ¢ POEMS-cunpgpomom pguid
BbIsIBJIEHUS (AKTOPOB, 3aTPYJAHSAIOLIUX CBOEBpPEMEHHOe
BbIsIBJIEHH e 3a60J1eBaHUs.

MATEPWAJIbI U METO/1bl

B peTpocnekTHBHOe 06cepBallMOHHOE UCC/IeJoBaH1e
BKJIOYeHO 40 mnanueHTOB C BIlepBble AUArHOCTHUPO-
BaHHbIM POEMS-cuHApOMOM, MOJy4YaBIIUX JieYeHHe B
nepuoz ¢ 01.2016 mo 09.2025 r. B ABYX KPYIHbIX reMa-
Toslornueckux neHTtpax: 1) HUU nerckoit oHkosorumy,
reMaToJIOTUU UM TpaHCILIaHTosoruu uM. PM. Top6a-
yeBol, ®I'BOY BO «llepBniit CaHkT-IleTepOyprckuit
rocyZlapCTBEHHbIH MEJUIIMHCKUNA YHHUBEPCUTET UM.
akaz. W.I1. [TaBnoBa» Munagpasa Poccuu; 2) ®I'BY «t HMUL]
M. B.A. AnmasoBa» MwuH3szgpaBa Poccum, otzpesenue
XUMHUOTepaNnuy OHKOreMaToJIorMyecKUux 3aboJieBaHUHN U
TpaHCIJIaHTaL M1 KOCTHOro Mo3ra Ne 1,

JluarHo3 3a6o0JsieBaHUsl CTAaBUJM Ha OCHOBaHHUU 06-
HOBJIEHHBIX KpUTepueB, NpejJoxeHHbIX A. Dispenzieri
B 2019 r. [16]. O6513aTeIbHBIM CYUTAJOCh HAJIMYKE ABYX
OCHOBHBIX KpHUTepueB (MOJMHEHpONaTHUH U MOHOKJIO-

K/TMHNYECKAA OHKOTEMATO/ON 4

Ha/JIbHOM raMManaTHM) B COYETAaHUM KaK MHHUMYM C
0HUM 60Jb1IMM (60s1e3Hb KacTiieMaHa, cKJ1epoTHUYecKre
KOCTHbIe U3MeHeHUs, noBblilieHue ypoBHs VEGF) u ofHuM
MaJIbIM KpUTepHeM (opraHoMerasausi, 3HJOKPUHONATHS,
OTeYHbI CUHJPOM, KOXXHble HM3MeHEeHMs, OTeK JAUCKa
3pUTEJIbHOT0 HEPBA, TPOMOOIUTO3/TIOJUIIUTEMUS ).

KnvHudeckre faHHble ObIIU OY4eHbl U3 MeULUH-
CKOM JOKyYMeHTallMd W BKJOYaJHU JeMorpadUuyiecKyo
MHPOpMaIMIo, KOJMYeCTBO U NpodUIb CIELUaTUCTOB, K
KOTOpBIM NalMeHT o6pallascs 0o IOCTAHOBKU JUarHosa,
YaCTOTYy U CTPYKTYPY OMIMOOYHBIX JUAarHO30B, KIUHHYe-
CKHe NposiBJeHUs], QyHKIMOHAJbHBINA CTAaTyC NaleHTa
Ha MOMEHT o6pauieHuss B ¢eepanbHbIil LeHTp (1o
ukasie ECOG), 1a6opaTopHble OKa3aTeJU U pe3yabTaThl
WHCTPYMEeHTaJbHBIX UCC/IeJOBAaHUH.

KsoHanbHOCTL NJIa3MaTH4eCKUX KJIETOK U B-num-
douuTOB  MOATBEPKAAsach  METOAOM  HPOTOYHOH
LUTO(IIOOPUMETPUM acUpaTa KOCTHOrO Mo3ra M/uiv
MMMYHOTUCTOXMMHUYECKUM MCCJel0OBaHHEM TpelaHo-
6uonTaTa KOCTHOTO MO3ra JIM60 MATKOTKaHHOM OMyX0JIx
(m1a3MOLUTOMBI).

Bcem nauueHTaM JJisl OLleHKH M3MeHEeHUH KOCTHOM
CUCTeMbl BBINOJIHAJACh HU3KOA03Hash KOMIIbIOTepHas
Tomorpadus (KT) Bcero Tesa MM NMO3UTPOHHO-3IMUC-
CMOHHasa ToMorpadus, coBMellleHHass C KOMIIbIOTEpPHOH
Tomorpaduei (II3T-KT), ¢ ¥F-dpTope30KCUTIIOKO30H.

Jl1s olleHKU nopaxeHus nepudepruieckoil HepBHOM
CUCTeMbl  NPOBOJUJIACH  3JIeKTpoHelpoMuorpadpus
(maHHBIE fOCTYNHBI Y 34 manueHTOB). CTeneHb BbIpaXKeH-
HOCTH HEBPOJIOTMYECKOT0 AedHLIUTA OLleHMBalach C UC-
nosib3oBaHueM ikas NIS (Neuropathy Impairment Score;
n=24),IRODS (Inflammatory Rasch-built Overall Disability
Scale; n = 15) u INCAT (Inflammatory Neuropathy Cause
and Treatment; n = 15). Kpome Toro, y 30 nanueHTOB
NpOBOAUJICA TecT X0AbObl HAa 10 M. YpoBeHb VEGF omnpe-
JlesisJicsl y 26 naljieHTOB MeTO,0M HMMYHOGEPMeHTHOTO
aHa/u3a.

PE3YNIbTATDI

OCHOBHbIE KNIMHUYEeCKne U nabopaTopHbie

XapakTepucTuku nauueHto ¢ POEMS-cuHgpomom

CoOTHOLIEHME MYXKUUH U JKEHUIWMH, BKJIIOYEeHHbIX
B HccJefoBaHue, cocTaBuio 1,6:1. Bo3pacT mauueHTOB
Ha MOMEHT MOCTAaHOBKHU JjUarHo3a BapbUpoBaJ OoT 28 10
80 sieT (Menuana 58 siet).

MepBble cuMNTOMbI

JebroT 3a60JieBaHUs  XapaKTEPU30BaJICS  pas3HoO-
o6pasyveM KJIMHUYECKOU KapTHHBI, OHAKO CpeJH MepPBbIX
CUMIITOMOB JIOMUHHPOBaJId HEBPOJIOTUYECKUE IPOSB-
aeHus (puc. 1). U3 HuxX HauboJiee XapaKTepPHbIMU ObLIN
MOTOpPHbIE U CEHCOPHbIE PACCTPONCTBA B HUPKHUX KOHEY-
HOCTsIX: cMaboctb — 25 % (n = 10), onemenue — 17,5 %
(n=7) n napecresun — 10 % (n = 4). HapyieHue noxogku
oTMedanocby 7,5 % (n = 3) nanueHTOB. Pexke aHa/lorM4HbIe
CUMIITOMBI BBISIBJIEHBI CO CTOPOHBI BEPXHUX KOHEUHOCTEN:
cnaboctb — 10 % (n = 4), onemenne — 5 % (n = 2).

BosieBoil cuHapoM 6Gecniokousn 25 % malueHTOB
(n=10), npu 3ToM HauboJIEE HACTO PETUCTPUPOBAIACH 60JIb
B HIDKHUX KOHeyHOCTX (15 %; n = 6). [lpyrue Jiokaausalnuu
6011 BCTpeYaMCh B e JUHUYHBIX Cay4asax (mo 2,5 %).
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CucreMHbIEe MPOSIBJIEHHUS U H3MEHEHUSA KOXKHU
BKJoYaau oTeku (10 %; n = 4), runepnurMeHTaluIo
(7,5 %; n = 3), cHikeHue Macchl Tena (5 %; n = 2) u IuM-
dapenonarumwo (5 %; n = 2).

IIpoune CUMOTOMBI BCTPEYAINCh Y €AUHUYHBIX
60J1bHBIX (110 2,5 %,): acuuT, renaToMerasausi, FTOJIOBOKPY-
JKeHUe, a TaKXe JlabopaTopHble OTKJIOHEeHUs (TpoMmGo-
[[UTO3, 9PUTPOIUTO3, aHEMUSI).

MposiBneHns POEMS-cuHapoMa Ha MOMEHT

BepucmMkaumm guarHosa

INonuHelponaTua. AHajlW3 [aHHBIX 3JIeKTPOHeH-
pomuorpaduu (IHMI) u HeBpoJOTHYECKOro cTaTyca
NOATBep/ U NopakeHUe NepudepruyecKoil HepBHOH CU-
CTeMbl y Bcex nanueHToB (n = 40) uccienyeMoit KOTOPTHI.
KadecTBeHHass olleHKa XapakTepa MNOJMHeHponaTuu
NpOJleMOHCTPUPOBaJa  abCoOJIIOTHOe  MpeobJajaHue
CEHCOPHO-MOTOPHOM $OpPMBI, KOTOpas GbLIa JUAarHOCTU-
poBaHa y 35 (87,5 %) mauueHTOB U XapaKTepu30BaJach
COYeTaHHbIMU YYBCTBUTEJbHBIMH M JBUTaTeJbHbIMHU
HapylleHUsIMU B KOHeYHOCTAX. Ha oo u3011poBaHHON
CEHCOpPHOU nosiMHeHponaTuu npuiiocs 5 (12,5 %) cay-
yaeB. OCHOBHBIMU ee NPOSIBJIEHHUAMHU ObLIM HapylleHUs
YYBCTBUTEJLHOCTU (OHEMeHHUe, mapecTe3uu, 60Jib) 6Ge3
KJMHUYECKH 3HAaYMMOro MOTOpHOTro Aeduuuta. U3onu-
POBAaHHOT0 MOTOPHOI'0 BapHaHTa [TOpakKeHUsl B UCCIeAy-
eMOH rpyIe He 3aperucTpUpOBaHO.

Janubsie JHMIT 6bl1M AOCTYnHBI AJis aHanu3a y 34
(85 %) manuenToB. JHMI'-kapTHHa OT/IMYa/Jach 3HAYU-
TeJbHOW reTeporeHHOCTbIO, O/IHAKO C YeTKUM INpeobJia-
JlaHUeM CMellaHHOTO (aKCOHaJbHO-JleMUeJUHU3UPYIO-
Iero) TUIA NOPaXKeHUs, KOTOPbIA ObL1 BepudUIIUPOBAH
y 79,4 % nanuenToB (n = 27). [lepBUYHO-AeMUETUHNU3U-
pylouiui U NepBUYHO-aKCOHAJbHBIN TUIbI BCTpeYyavcCh
pexe — y 14,7 u 5,9 % mnayueHTOB COOTBETCTBEHHO
(puc. 2). Ctenensb TskecTH nopaxeHus B 55,9 % ciyyaes
(n=19) 6bL1a oLleHeHa KaK rpy6asi UK BbIpaXKeHHas.

Y abcosioTHOrO0 GOJIBIIMHCTBA NanueHToB (94,1 %;
n = 32) B MaTOJIOTUYEeCKUU mpolecc OGbLJIM BOBJIEUEHBI
HIKHHeE KOHedHOoCTH. CoueTaHHOe NopaXkeHre HXXHUX U
BEPXHUX KOHEUYHOCTEN ObII0 3aperucTpupoBaHo y 52,9 %
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Puc. 2. XapaKTepuctvka noiMHenponaTnm no AaHHbIM 3/1EKTPOHE-
pomuorpadum

Fig. 2. Characteristics of polyneuropathy based on electroneuro-
myography

nanueHToB (n = 18), U30JIMpOBaHHOE NOPAKEHUE TOJBKO
HWXKHUX KOHeuHocTel — y 41,2 % (n = 14), ToJbKO
BEpPXHUX KOHeuHocTell — v 5,8 % (n = 2).

Opranomeramnus. Y 75 % nauueHTtos (n = 30) Hab6J110-
Jlajacb opraHoMmeranus. HanGosiee 4acTo BbISIBJIS/IACH
renatoMmeranus (62,5 %; n = 25) u ciuieHoMmeranus (35 %;
n =14). TlumbaneHonatus orMevasach y 30 % naiueHToB
(n=12).B1 (2,5 %) cayyae 6bl1a JUarHOCTUPOBaHa pe-
HoMeranud. Y 42,5 % nanuenTosn (n = 17) Ha6s104a/10Ch
yBeJIMYeHHE JIBYX UJIH G0Jjiee OpPraHoB.

JHAOKpUHONATHA. DHAOKPUHHAS MATOJIOTUs GblIa
3apeructpupoBaHa y 60 % mnauueHToB (n = 24). Cpeju
BBISIBJIEHHBIX HapylleHUH HauGoJiee 4acTO BCTpevyasics
runotvpeo3 (30 %; n = 12). Bropoil no yacroTe 6blia
runeprnposaktuHeMus (22,5 %; n = 9). C oguHakoBoH
yacTtoTol (nmo 12,5 % KakJblll) OTMevyaJHuChb CaxXapHbIH
JMabeT, XpOoHHUYecKas HaJIO4YeYHUKOBas HeJOCTATOY-
HOCTb U runoroHazusM. Haubosee peJKUMU 3HAOKPUH-
HBIMU NPOSIBJIEHUSIMU GbUIM TUIlepHapaThpeos (n = 2) u
runomnapatupeos (n = 1).

MoHOK/IOHa/lbHAasA  IJIa3MOKJIETOYHAas  JAHUC-
Kpasus. [lapanpoTedH B CBIBOPOTKE H/WJIM MoOue
MeTOoJloM 3JieKTpodopesa U HUMMYyHOPUKcALUU ObLI
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17,9 %
IgA

12,8 %
IgM

— 77%

cny

51%
BuknoHanbHas cekpeums

Puc. 3. Tvn napanpoTenHa
CJ1L, — cBo6oaHble nerkme Lenu MMMyHOro6ynmnHoB.

Fig. 3. Paraprotein type
C/U — free immunoglobulin light chains.

BbIsABJIEH ¥ 97,5 % nauueHToB (n = 39). [lo usoTuny oH
pacnpegensiics cileayouuM o6pasom: IgG — 56,4 %,
IgA — 17,9 %, IgM — 12,8 %. Bbuk/joHa/lbHasA ramMma-
naTtusa 6bla AuarHocTupoBaHa y 5,1 % nauueHTOB, a
cekpeLMs CBOOOAHBIX JIeTKUX Lienelt —y 7,7 % (puc. 3).
Tumn BoBie4eHHOM CBOGOAHOM JierkoH 1enu: k —y 42,5 %
nauueHToB (n = 17), A — y 57,5 % (n = 23). MefuaHa
KOHIIeHTpallM{ NapanpoTenHa B CbIBOPOTKEe COCTaBUJIA
3,7 r/n (nuanasoHn 0-27,7 r/n).

Hasnnune naTo/iorMyeckoro KJoHa OblLI0 MOJTBEpXK-
JeHoy 70 % nanuenToB (n = 28),ay 30 % (n = 12) k/10H
He ObLJ1 0OHApYKeH JOCTYIHbIMU MeToAaMu (MIPpOTOYHOH
nuTodIroopuMeTpUel, UMMYHOTHCTOXHMUEN ). MeanaHa
MHQUJIBTPALlMM KOCTHOI'O MoO3ra IJIa3MaTUYeCKUMU
KJIeTKaMM cocTaBuIa 6 % (guanason 0,2-20,2 %).

Y 3HauuTeNbHOU dYacTH mainueHToB POEMS-cun-
JpoM Obl1 CBsI3aH C JPYTMMM KJIOHAQJbHbIMU ILJa3-
MOKJIETOYHBIMU 3aboJsieBaHUsIMU. HaubGosiee 4YacTbIM
CONMYTCTBYIOLIMM JAUArHo3oM Oblla CUMITOMaTHYecKas
MHOXXeCTBeHHasi MUeJIoMa, BepupuuupoBaHHas y 32,5 %
nanueHToB (n = 13). KocTHbIe NJ1a3MOLMTOMBI BbISIBJIEHbI
y 17,5 % 6oabHbIX (n = 7). Pexxe AuMarHocTHpoOBaIUCh
Makpor/jio6yivHeMusi BasbJeHcTpeMa M CHCTEMHBIN
AL-amuiionzios (n = 2 kaxzpli).

N3MeHeHUA KOKHU. KoxkHble N3MeHeHHUs BbIsIBJEHbI
21 (52,5 %) u3 40 nanuenToB (puc. 4). Hau6osee yacTbiM
NposiBJeHHeM OblJI CUMIITOM 6Gesbix HorTel (20 %; n = 8).
[eMaHrMoMaTo3 M rulepnurMeHTal sl OTMe4aauch y 6
(15 %) nanueHTOB. YToJIlleHHEe KOXHU (CK/IepoJepMoIio-
Jl00Hble U3MEeHeHUs1), TUIIEPTPUX03 U YPTHUKApHas Cblllb
BCTPeYa/IUCh C OAMHAKOBOM 4acToToH (n = 2 KaxApbli).
[lneTopa u ceTyaToe JIMBeJ0 HAGII0AANNCh B e AJMHUYHBIX
cayyasx (n = 1 kax/Jbli).

OTeyHbIi CHMHAPOM (HeperpyskKa XHUAKOCTBIO).
[Ipr3Haky runepBoJieMUH U leperpy3Ku BHECOCYAUCTbIM
06beMOM KUAKOCTU ObLIM BhIABJIEHBl y 19 (47,5 %)
nanueHToB (puc. 5). Haubosiee wyacTo BCTpevasuch
nepudepudeckue oteku (35 %; n = 14). Acuut 6bL1 AU-
arHoctupoBaH y 7 (17,5 %) mauueHTOB, TUAPOTOPAKC U
rugponepukaps —y 6 (15 %).

KocTHble nuameHeHnus. [lopaxkeHre KOCTHON CUCTEMBbI
oTMeyvasiochb y 25 (62,5 %) nauueHToB (puc. 6). Hauboee
YaCTO PerucTpUpPOBAIUCh CKJIepOTHUYeCKHe U3MeHeHUs
(42,5 %; n = 17) u ocTeoAeCTPyKTUBHbIEe (JIUTUYECKUE)
nopaxxenus (40 %; n = 16).

K/TMHNYECKAA OHKOTEMATO/ON 4

Puc. 4. KoxHble nposneHuns npu POEMS-cuHgpome:
A — cumnToM 6enbIxX HOrTel; b — runepkepaTtos Thbl/TbHbIX MOBEPXHO-
CTeln KNCTel pyK; B — reMaHrmomatos KOXu ronosbl; [ — runepnur-
MEeHTaLMsa U CUMMNTOM MPASHON KOXWN HUXKXHUX KOHEYHOCTEN

Fig. 4. Skin lesions in POEMS syndrome:
A — nail-blanching sign; 5 — hyperkeratosis of the back of the hands;
B — scalp hemangiomatosis; T — hyperpigmentation and dirt-like
dermatosis of the lower extremities

Opyrue nposBneHns POEMS-cuHgpoma

Cpeau papyrux nposBiaeHut POEMS-cunzapoMa
HauboJiee 4YacTO BBISBJASJIUCDH CJleJylollMe: NOBbILIEHHE
ypoBHa VEGF (meauana 1195 ME/ms, pauanason
52-3324 ME/mn) —y 73 % (19 u3 26) nanjueHTOB, TPOM-
601MTO3/BTOPUYHAA moaunuteMuss — y 45 % (n = 18),
Jlero4yHasi TMIepTeH3Us UM PeCTPUKTHBHbIE HapyllleHus
byHkuuu nerkux — y 40 % (n = 16), HeMOTUBUpPOBaHHas
noteps Macchl Tesla — y 30 % (n = 12), TpoM60THYECKH e
cobbITUA — Yy 15 % (n = 6). K 60s1€e pejKMM POSABJIEHUSAM
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Puc. 5. OTeyHbln cuHapom npu POEMS-cnHgpome:
A — nepudepunyeckne oTeKN HMXKXHUX KOHeYHoCTen; b — acumnt

Fig. 5. Edema in POEMS syndrome:
A — peripheral edema of the lower extremities; 5 — ascites

B Hallleld KOTOPTEe OTHOCHUJIMCH CONMYTCTBYIOWAsA 60JIE3Hb
Kactnemana (n = 5), aiuapes (n = 5), runepruzapos (n = 4),
CHIDKeHUe YpoBHA BUTaMUHA B12 (n = 4), nedopmanus
nasbleB pyK (CUMOTOM «b6apabaHHBIX Maloyek», h = 3),
OTEeK AKCKa 3pUTeNbHOro HepBa (n = 2).

Puc. 6. KocTHble u3MeHeHus

npu POEMS-cuHgpome:
A — ou4ar ocTeock/ieposa
8 x 5 MM B Tene nosBOHKa L‘;
b — y4yacTok ocTeockneposa
Tena rno3BOHKa LI; B — yvact-
KW OCTeocK/1epo3a CMeXHbIX
NOBEPXHOCTEA Ten MNO3BOH-
KOB Thvn|_Th|x' y4acToK OCTeo-
Ckneposa Tena Mo3BoHKa L,
[T — OOLWMPHbLIA y4acToK pas-
PeXEeHUs KOCTHOW TKaHu ¢
POBHbIM CK/1€PO3UPOBAHHbBIM
KOHTYPOM, YacCTU4YHbIM Hapy-
LWEeHNEeM KOPTUKANbHOIO Crosi
N Hanuunem MArkoTKaHHOro
KOMMOHEHTa

Fig. 6. Bone abnormalities in

POEMS syndrome:
A — osteosclerotic lesion of
8 x 5 mm in the L1 vertebra;
b — osteosclerotic area in the
L1 vertebra; B — osteosclerotic
areas in the adjacent surfaces
of Th8-Th9, osteosclerotic
area in the L1 vertebra; I —
large area of bone rarefaction
with smooth sclerotic outline,
partially impaired cortical layer
and presence of a soft-tissue
component
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AHanus gmarHocTM4yeckoro MapLpyra u obpaiyeHumn

K cneyuanucram

B uccnenyeMolt koropTe BblsiBJeHa 3HauyMTesbHas
3aZlepkKa CBOeBpeMeHHOH JUarHoCTUKU: MeJUaHa
BpeMeHU OT MaHuecTalM¥l CUMITOMOB [0 NOCTaHOBKHU
JAuarHosa cocraBusa 23 Mec. (AuamasoH 1-146 wmec.).
B TeueHue 3TOro nepuoja A0 BepudHUKalLUMK JUarHosa
MaLMeHThbl B CpeJlHEM KOHCYJIbTUPOBAJINCh ¥ Bpauel Tpex
PasHbIX crieljuanbHOCTEeN (MearaHa 3, fuamnasoH 1-6).

Haubosiee 4acTbIM NepBBbIM CIELUMAIUCTOM, K KOTO-
poMy o06pallla/iMCh NMallMeHThl, KaK U OXHJaJoCh, Obla
HeBpoJior (62,5 %; n = 25). OaHaKo Aa)ke KOHCY/IbTaLUsA
HeBpoJiora B GOJIBLIMHCTBE C/y4aeB He NPUBOAUJIA K
nono3peHuto Ha POEMS-cungpoM U ero BepuduKanuu.
Jasee mo yacTtoTe oOpallleHUH CcJef0Bajd TepalleBT,
peBMaToJIOT U OHKoJIOT (n = 6 Kaxblii). KpoMme Toro, 3Ha-
YUTEJbHYIO [O0JII0 COCTAaBUJM KOHCY/JbTAaLlUM 3HAOKpH-
HoJiora (n = 5), TpaBMaroJsiora U uHGeKLHoHHUCTa (n = 4
Kak/ibli). Pexxe malieHThI 06pallaluch K HEHPOXUPYPry
(n = 3), HedpoJsiOTY, KapAUoJIOTy U JepMaTtoJiory (n = 2
Kax/Jblil). EfMHUYHBIE ciydyau obGpalleHusi ObLIM K ra-
CTPO3HTEPOJIOTY, OCTeoMNaTy, ajjeprosory-uMMyHOJIOTy
Y OTOpPUHOJIapUHTOJIOTY (n = 1 KaXXbIi).

AHanu3 MapupyTU3alyyd NalLUeHTOB MOKasas, YTO
nocJie o6¢c1e0BaHUsA y CMEXHBIX crienranucToB 80 % na-
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Ta6nuua 1. PacnpegeneHne naumMeHToB NO CTENEHW ABUraTENbHbIX
HapyLUeHWin cornacHo Tecty xoab6bl Ha 10 M (n = 30)

K/TMHNYECKAA OHKOTEMATO/ON 4

Tabnuua 2. PacnpegeneHve nauneHToB Mo CTeneHu
HeBponorunyeckoro geduumnta cornacHo wkane NIS (n = 24)

CreneHb Yucno CreneHb Yucno
ABUraTeNbHbIX BpeMs NpoxoXaeHus naumeHTos HeBponornyeckoro  OueHka no wkane NIS, _ MaUNEHTOB
HapyLeHui AUCTaHLUMK, C abc. % aecuuuta 6annbl abc. %
Taxenble 0 (Hecnoco6HOCTb NPOATH TECT) 9 30,0 Kpaiine taxenbilii >100 7 29,2
YMepeHHble 15-35 7 233 Taxenbli 50-100 6 25,0
Nerkve 8-12 " 36,7 YMepeHHblii 20-49 5 20,8
Hopma <8 3 10,0 Nerknii <20 6 25,0

LUEHTOB (n = 32) GbLJIM B KOHEYHOM UTOre HalpaBJeHbl
K reMaToJIOorYy.

CnekTp owWK6OYHbIX ANArHO30B

[Ipy aHanM3e AaHHBIX O JAUArHOCTUYECKOM IIOMCKe,
npepiiecTBoBaBuieM Bepudukanuu POEMS-cunapoma,
Obl1 BBISIBJEH LIMPOKUM CHEKTpP OLIMOG0YHO YCTAHOB-
JIEeHHBbIX JWarHo3oB. B cBfA3M c JOMHMHHMpOBaHHEM He-
BPOJIOTMYECKON CUMITOMAaTHKHU B Jle6l0Te 3a60JieBaHUsA
HauboJiee 4aCTO yCTaHaBJIMBaJIM XPOHUYECKYH BOCIMa-
JINTEJIbHYI0 JeMHUeJUHU3UPYIILYI0 M0JHMHeHpOonaTHIo
(32,5 %; n=13).

[Io pe3ysbTaTaM reMaToJIOrM4ecKOro o6cae0BaHusA
y 8 (20 %) nanyeHTOB OLIKG0YHO AUATHOCTUPOBAJIU XPO-
HHUYeCcKoe MueJsonpordepaTHBHOE HOBOOGpa3oBaHMeE,
Y4YUTbIBas Haluyue TPOMOOLMTO3a/NMOJULUTEMUY, a
TaK)Xe T'MCTOJIOTMYEeCKyl KapTHUHY KOCTHOIO MO3ra, Xa-
paKTepHY0 AJisl 3TOro 3aboJieBaHUs. [ONOJHUTENbHBIM
baKTopoM, YCAO0KHABIIUM JUAarHOCTUKY, ObLIO OTCYT-
ctBue y 30 % nanueHTOB ONpese/sieMOro KJoHa njiasMa-
THUYeCKUX KJIeTOK UK B-1uMdonnToB, oATBEPKIeHHOE
MeTOJJaMHU NMPOTOYHON LUTO(PII0OPUMETPUUN UJIU HUMMY-
HOTUCTOXUMHUH.

Y nosoBuHbl nanueHToB (50 %; n = 20) 6610 NOJ-
TBepxkZeHo sauMdonponudepaTuBHoe 3abo0JEBaHHUE.
Haubosiee yacTo AuMarHocTMpoBasach MOHOKJIOHa/IbHas
raMManaThs HeomnpejejeHHoro 3HayeHus (45 %;
n = 9), pexxe — MHOXeCTBeHHas Muesoma (n = 4), mo-
HOKJIOHa/IbHasl TaMMallaTusi KJIWHU4YeCcKOro 3HayeHUs
U 6osie3Hb KacTiiemaHa (n = 3 kax/blil). B eIMHUYHBIX
c1y4asix ObLIM BbISIBJEHbl MaKpor/io6yarHeMus Basb-
JleHcTpeMa, AL-aMU/I0M/103 U COJIMTAapHasd MJ1Ia3MOLUTOMa
(mo 5 % kaxabi). [IprMeyaTesbHO, YTO HECMOTpPs Ha
pPa3BEPHYTYIO KJIUHUYeCKyt0 kKapTuHy POEMS-cungpoma,
HU B OJHOM M3 3TUX 20 c/y4aeB NpaBUJIbHBIA JHarHos
NepBOHaYa/JbHO He OblJI NOCTABJIEH.

Pexxe BcTpedasnuch JApyrue oWHWGOYHBIE JUATHO3BI,
OoTpakaloliue NoJMMopdrU3M CUMITOMATHYECKUX IPOSIB-
JIeHUH: [lereHepaTUBHO-AUCTpodUUecKoe 3aboJieBaHUE
MO03BOHOYHMKA (n = 5), Noj03peHue Ha COJHHOE 3JI0Ka-
YyeCcTBEHHOe HOBOOOpa3oBaHHUe (h = 4), HEYTOUHEHHBIN
renaTUT WJAM LUpPpo3 mnedyeHU (n = 3), XpoHUYecKas
BUpycHass uHOeknus 6e3 BepudUKalLUU BO3OyAUTE
Y ayTOUMMYHHOe 3a6oJieBaHue (n = 2 KaxAbli). B enu-
HUYHBIX c1y4asax (n = 1 kaxApli) GbLJIX YCTAaHOBJIEHBI I1CO-
puas, ujuonaTtuyeckass KpalnWBHHUIA, CUHJAPOM 3amscCT-
HOTO KaHaJla, IOCTKOBU/Has MoJMHelponaTus, 60K0BOH
aMHOTpopUUeCcKUM  CKJepo3, MapaHeoIlJlacTUYecKas
noJuHelponarus, JuabeTuyeckas MOJIMHeHponaTHs,
cunapoMm [uiteHa—Bappe, HeguddepeHIMPOBAHHBIN
apTpuT U cuHzApoM bagga—Kuapu.

McxopaHble XxapaKTepuUCTUKN HEBPO/TOrUYECKOTO

1 PYHKLMOHANbHOrO CTaTyca NaLMeHToB

[Ipu nepBUYHOM OOpalleHUu B defiepanbHbIi LIEHTP
12 (30 %) u3 40 manMeHTOB HAaXOAUJIUChb B COCTOSTHUH
My6oKOW  MHBaIUAM3ALMM, UYTO COOTBETCTBOBAJIO
3-4 6ansaMm 1o wkane ECOG.

Tect xoab6bl Ha 10 M mpoBefeH y 30 manueHTOB.
Ero pe3ysbTathl nokasany, yto 30 % nanueHToB (h = 9)
MOJTHOCTBIO YTPATHUJIU CIIOCOOGHOCTb K CAMOCTOSITEJIbHON
X0/b0e, YTO CBU/ETEJNbCTBOBAJO O TSXKEJOM TeYeHUU
NOJIMHEUpONaTUH. YMepeHHble HapylleHUs MOO6UJIb-
HOCTH, Tpebylollile MCNO0JIb30BaHUs BCIOMOraTeJbHbIX
CpeJiCTB mepe/iBIXeHUs, BblsiBJAeHbl ¥ 23,3 % 60JbHBIX
(n = 7). Haubouabiyto rpynny (36,7 %; n = 11) cocraBuiu
NalMeHTbl C JIETKUMH HapylLleHHWSMH, COXpaHUBIIHe
CIOCOOGHOCTb K CaMOCTOSITEJILHOMY IlepeJiBUKEeHHUIO,
HO CO 3HAYUTEJbHbIM CHWXXEHHEM CKOPOCTH XOJbOBI.
HopMasibHasi CKOPOCTb X0AbOBI Obljla COXpaHeHA TOJIbKO
y 3 (10 %) o6cnenyeMblx. JlaHHbIe TecTa X04b0Obl Ha 10 M
npeJcTaB/eHbl B Ta6J1. 1.

OueHkKa Mo IIKajJe HEBPOJIOTMUECKUX HapylleHUH
(Neuropathy Impairment Score, NIS) BbisiBuJIa TSKeJbli
U KpailHe TsKeJsiblii HeBposiorMueckui geduuut y 13
(54,2 %) u3 24 nayueHToB (Tab.s. 2). MeAnaHa 1o 1Kajie
NIS cocraBuna 50,2 6anna (AuamasoH 6-184 6asia),
npu atoM y 7 (29,2 %) o6GcaefoBaHHBIX NOKasaTesld
npesblanu 100 6a/1/10B, YTO CBUJETENBCTBYET O IPyOGOM
nopakeHuu nepudpepudeckoil HEPBHOU CUCTEMBI.

[Ipu onjeHKe GYHKIIMOHAIbHOW aKTUBHOCTH 110 LIKaJle
IRODS (Inflammatory Rasch-built Overall Disability Scale)
yMepeHHble U TsKesible HapylleHUs oTMedaauch y 11
(73,3 %) u3 15 nanuenTos, npu atom y 6 (40 %) obGcie-
JIOBaHHBIX ObIIW 3aperucTPUpPOBaHbI TsKesble OIPaHU-
YeHUs B IOBCEJHEBHOM aKTUBHOCTHU (TabJI1. 3).

Ouenka no mkaje INCAT (Inflammatory Neuropathy
Cause and Treatment) nokasaJia 3Ha4UTeJbHYO JUCCOLIU-
aLMI0 MeXxAy NopakeHueM BepXHUX U HHKHUX KOHEeYHO-
CTel: TshKesible HapylleHHUs QYHKIMHA HOT OTMeYaluch y
66,7 % naunueHToB (n = 10), B To BpeMs Kak B BEPXHUX
KOHe4HOCTX — Julub ¥ 40 % (n = 6) (Tab.. 4). Hauboee
yacTo (40 %; n = 6) Ha6/110jaJ1I0Ch TOTAJIbHOE HAapylLleHHe
¢yHkuuu Hor (5 6as10B no cybukasne INCAT a1 HXKHUX
KOHEYHOCTeH).

Tepanus 4o NOCTaHOBKM AMarHosa

Jo Bepudukauuu POEMS-cuHipoMa nauueHThl N0JIy-
YaJid IUPOKUH CIIEKTP JieueOHbIX BO3JeUCTBUM — OT CUM-
NTOMaTUYeCKOHN Tepaluu A0 aKTUBHbIX IUTOCTaTUYECKUX
pexxuMoB. B 1 ciyyae 6bly1a BbINOJIHEHA OPTOTONMYECKas
TPaHCILJIAHTAlMsA NeYeHH N0 NOBOAY OLIHWGOYHO AUarHo-
cThpoBaHHOro cuHApoma bagaa—Kuapu (ta6.r. 5).
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Ta6bnuua 3. PacnpegeneHne naunmeHToB Mo cTeneHn PyHKUMOHanbHbIX
HapyLeHuin cornacHo wkane IRODS (n =15)
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Tabnuua 4. PacnpegeneHve naumMeHTOB MO CTeneHn PyHKUMOHa IbHbIX
HapyLweHuin cornacHo wkane INCAT (n =15)

CreneHb thyHKUMOHaNbHLIX OLeHKa no Wwkane Yucno naumeHToB

CreneHb hyHKLMOHANBHBIX Yuncno naynenTos

HapyLueHui IRODS, 6annbi abc. % HapyLlueHu# INCAT (pyku) INCAT (Horm)
Taxenble 0-15 6 40,0 OrcyTcTBYtOT/MMHMMAnbHbIE (0—16ann) 4 (26,7 %) 2 (13,3 %)
YMepeHHble 16-30 5 33,3 YMepeHHble (2-3 6anna) 5(33,3%) 3(20,0 %)
Jlerkne/Hopma 31-48 4 26,7 Taxenoble (4-5 6annos.) 6 (40,0 %) 10 (66,7 %)

Ta6nuua 5. XapaktepncTnka METOAOB NEeYEHNSA NALNEHTOB
OBCy)KﬂEH UE no Bepudukaumn POEMS-cuHgpoma (n = 40)

[IpoBesieHHOE HaMU MCCJleloBaHMe, BKatouYaBllee 40 na-
LUEeHTOB ¢ BepudunupoBaHHbiM POEMS-cungpomom,
MO3BOJIMJIO  JleTaJbHO  OXapaKTepHU30BaTb  KJWHMU-
KO-JJabopaTopHbI mpoduib 3a60jeBaHUS U BBIIBUTH
CUCTeMHble Ipo6JieMbl B ero JUarHocTuke. [losydyeHHble
JlaHHble y0eJUTeJbHO JEeMOHCTPUPYIOT, UTO HEeCMOTpA
Ha Ha/luyue YeTKHUX JAUArHOCTUYECKUX KpUTepHeB,
POEMS-cungpoM, Kak U Apyrue pefkue 3aboJieBaHUS,
NpOJ0/>KaeT OCTaBaTbCs Cepbe3HOM AMarHoCTUYecKou
npo6seMol B peajbHOM KJIMHUYECKOW NPAKTHUKE, YTO
NPUBOJUT K 3HAaUMTeEJIbHOM 33/lep>KKe BepUPUKaLMU Ha-
rHO3a U porpeccupyolleil MHBaIMAM3aL U TallUeHTOB.

KitoyeBbIM BBIBOZIOM Halllero MCCJIeLOBaHUS SB-
JisleTcsl JOKyMeHTHUPOBAaHHas 3HA4yUTeJsbHas 3ajiepkKa
JUarHOCTUKM, MeJUaHa KOTOpOH cocTaBujaa 23 Mec.
[Io faHHBIM JUTepaTyphl, MeJMaHa BpeMeHH [0 IOoCTa-
HOBKHU JiuarHosa BapbupyeT oT 15 10 18 mec.[17, 18]. 3ToT
Nepuo/, XapaKTepHu3oBascs obpalieHHeM KO MHOXeCTBY
CrieljMaJuCcTOB. B uccieyeMoit KoropTe JOMUHUPYIOLUM
nposieiieHneM POEMS-cuHipoMa 6b11a nepudepuyieckas
MOJIMHEeUpOIaTHs, YTO 3aKOHOMEPHO OINpeieIsAo HEBPO-
Jiora KakK KJII0YeBOro CrelyajJucTa Ha HayaJbHOM 3Talle
JHUarHoCTUYECKOr0 MaplipyTa nanyueHToB (62,5 %).

[lonyyeHHble AaHHbIE O CTPYKTYPE HEBPOJOTHYECKUX
HapylleHUH MOJIHOCTbIO COIVIACYIOTCS C KPYMHBIMHU OIM-
caTeJbHBIMU MCCIAe/JOBAaHUSAMM, T[e MOoJHHeHponaTus
BBICTyNaeT B KayeCTBe O0OJMIaTHOrO JUarHOCTHUYeCKOro
KPUTEPUS U CAYKUT Belyllel NPpUYMHON oOpalleHus 3a
MeIUIMHCKOM nomollbio [16]. UMeHHO HecnieluPpUIHOCTD
JHMr-kapTuHBI, 2 UMEHHO Npeo6JiajlaHue CMEIIaHHOTo
aKCOHAJIbHO-/leMHUe/IMHU3UPYIoLllero  TNopaxeHusi  6e3
NAaTOTHOMOHWYHBIX NPU3HAKOB, CTaja NPUYMHON [Aua-
FHOCTUYEeCKON omUOKU. B pe3synbTaTe manyeHTaM OLIM-
60YHO CTaBUJIM AUArHO3 XpPOHHWYECKOM BOCHaIUTe]bHON
JleMueJMHU3upyolei noavueiponatuu (XBAIL; 32,5 %).
[lo AaHHBIM MeXJYHApOJAHBIX HcciaefoBaHuM, 30-50 %
MalMeHTOB C MepBOHa4yaJbHbIM JAuarHo3oM XB/II npu
nepecMOTpe HE COOTBETCTBYIOT ero Kputepusm [19-22].
Hasnauenue cranpaptHoit ausa XB/Il Tepanuu B uccie-
JlyeMol koropTe (IJIIOKOKOPTHUKOW/bI, BHYTPUBEHHbIH
MMMYHOIJIOOY/IUH, PUTYKCUMab U miasMadepes), Kak U
CJ1e/l0BaJIO OXKU/IATh, 0Ka3a/10Ch Hea)HEeKTUBHBIM.

B MHOroLleHTPOBbIX pab0Tax I0Ka3aHo, YTO B OTJIUYHE
oT XB/ZIIl oTBeT Ha UMMYHOCYNIPECCUBHYI0 Tepanuio Npu
POEMS-cuHzpoMe OTCYTCTBYET WJIA SBJSETCS MHUHU-
MaJIbHbIM U TPaH3UTOPHBIM. TOJIbKO LiesieHanpaB/ieHHOe
JleyeHUe IMJIa3MOKJIETOYHOM JUCKpasuM MpPUBOJUT K
perpeccy HeBpOJIOTHYeCKOM CUMIITOMATUKH [23].

JuddepeHIMaNbHBIE TOUCK [JO/DKEH CTPOUTHCS
Ha OCHOBAaHMUM KJ/IOYEBBIX CHH/JAPOMHBIX MNpOSBJIEHUH.

Yucno nauneHToB
Bup Tepanvmu/KoHKpeTHbIA Nnpenapar wim metog  a6c. %
He nonyyanu Tepanuto 12 30

lMaToreHeTnyeckas Tepanuna (Tepanvm npepnonaraemblix rematonoruye-
CKMUX amMarHo3os, Bkno4ana OLLIVIGOLIHbIe)

R-CHOP 2 5,0
Boptesomnb-conepxalume cxembl (VCD) 1 25
MenchanaH, npeaHu3onoH (MP) 1 2,5
JNleHanupommna-cofepxalime Cxemsl 1 2,5
I'mopokcukapbamug 3 7,5
Pykconnutnnn6 1 25
AHarpenug 1 2,5
6-MepKanTonypuH 1 2,5
MertoTpekcar 1 2,5
WHTepdepoH 1 25
MIMMyHOCynpeccuBHas/NpoTMBOBOCTANNTEIbHAS Tepanis
Touunusymab 1 2,5
[MapoKCUXNOPOXMH 1 2,5
Tepanusi, HanpaBneHHast Ha KOPPEKLMIO MOMMHERpONaTHM
[ NtoKOKOPTUKOMABI (CUCTEMHBIE) 9 22,5
Putykcumab (B MOHOpexume) 2 5,0
BHYTpUBEHHbIN UMMYHOTI06YIMH 2 5,0
Mna3machepes 8 20,0
HeipomeTabonuyeckue npenapartbl (TMOKTOBaA 8 20,0
KNCNOTa, aKTOBETMH W Ap.)
ButamuHbl rpynnel B 3 7,5
[ab6aneHTnH 2 5,0
[pyrue BapuaHTbl Tepanuu
[lnypetnkun, HedhponpoTEKTOPbI 3 7,5
HIMBC, xonaponpoTtekTopsl 1 2,5
MaHryanbHas Tepanus 1 2,5
TpaHcnnaHTauus neyexn 1 2,5

HMBC — HecTeponaHble NPOTMBOBOCNANUTENbHbIE CPEACTBA.

OtinuneM POEMS-cunjpoMa oT UHBIX 3a60Ji€BaHUH, B
KJIMHUYEeCKON KapTUHE KOTOPbIX JOMUHHUPYET MOJIMHEB-
PUTHYECKUN CUHADPOM, SIBJSETCS HaJU4ue CHUCTEMHBIX
MpPOSIBJIEHUIN: OTEKOB, U3MEHEHUHN KOXHU, IHJOKPUHHBIX
HapyuleHUH. BaXXHbIM «KpacHbIM ¢iarom» JOJKHA CIy-
JKUTh PE3UCTEHTHOCTD MMOJIMHEMPONATUH K CTaHJapPTHBIM
MeTo/,aM JieueHus, MIPUMeHsIEMbIM B HEBPOJIOTUU (TJIIOKO-
KOPTHUKOCTEPOU/bI, BHYTPUBEHHbIE UMMYHOTJIOOYJIUHBI).
[Ipu BbISIBJIEHUHU MOHOKJIOHA/IbHOTO OeJika AuddepeHIy-
aJIbHbIN MarHO3 HEOOXO0AUMO NPOBOJUTH C IPYTUMU 3a-
60JIeBaHUSIMU U3 CIIEKTPA [JIa3MOKJIETOYHbIX JUCKPA3UH,
KOTOpble MOTYT MpPOTEKaTb KaK HU30JUPOBAHHO, TaK U
B coyetaHuu ¢ POEMS-cuHApOMOM: MHOXECTBEHHOMU
MuesoMmoi, AL-aMUIOUA030M, MaKpOTJIOOYIUHEMUEN
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BanbgeHcTpeMa, a TakXe HMHBIMM BapHaHTaMU MOHO-
KJIOHAJIbHBIX FaMManaTUH HeBPOJIOTMYeCKOro 3HaYeHHUs,
YTO B psiJie CI0XKHBIX AUArHOCTUYECKUX CJIyyaeB TpebyeT
6UOICHY IOPAXKEHHOTO HePBa.

TakuM 06pa3oM, aKTUBHasl HAaCTOPOXKEHHOCTb B OT-
HouteHud POEMS-cunpoMa jo/mKHa ObITh K MallMeHTaM,
y KOTOpBIX UMeeT MeCTO CcoyeTaHHe Nporpeccupyollei
NOJIMHEUPONIAaTUH U JIIOOBbIX CHUCTEMHBIX CHUMIITOMOB,
BBIXOAALIMX 3a pPaMKU THUIHMYHOW HeBPOJIOrHYeCKOH
natoJjiorud. B anroputMm o6cieoBaHUSA Heo6XOLUMO
BKJIIOYATh IpOBeJieHHe 3jeKTpodope3a U UMMYHOPUK-
canuy 6esIKOB CbIBOPOTKHA U MO4YHM, BbINOJHEHHE Tpena-
HOOGMOICUU KOCTHOTO MO3ra C OIleHKOH KJIOHaJbHOCTHU
IJIa3MaTHYeCKUX KJIeTOK U B-1nMdo1nuToB, onpesieneHue
ypoBHA VEGF, Beinosinenue KT uau [I9T-KT Bcero Tena
JJIl TIOMCKa OCTEeOJMTHYEeCKHX/0CTeoCKJIepOTHYECKUX
odaroB, Y3U opraHoB OpIOIIHON MOJIOCTH U 06a30BYIO
OLleHKY 9H/JOKpUHHOTO CTaTyca.

OkoHuaTe/ibHasl BepupUKaLUa JHUarHo3a U onpeje-
JIeHVe TaKTHUKHU JieueHusl TpebyloT 0653aTeJIbHOr0 yya-
CTHA ONBITHOrO reMartosiora. B nuddepenuuanpHoit au-
arHoctuke POEMS-cunapoMa poJib remaToJiora sIBJasIeTCA
LIeHTPaJbHOM U BBIXOJUT 3a PaMKH KOHCYJbTaTHBHOH,
MOCKOJIbKY JiaHHasl MNaToJIOTUSl CYyLleCTBYeT B «Cepoi
30He» reMaTOJIOTHUYeCKUX 3a60/1€BaHUN, MaCKUPYSCh MO/
OGIIMPHBIM CHEKTP HO30J0TUH U TPebys CUCTEMHOTO
KJMHHUYECKOTO MBIIJIEHUs AJS NPaBUJIbHON UHTepIpe-
TallMd KOMILJIEKCa Ha IepBbI B3IVIAJ, pPa3pO3HEHHBIX
KJWHUYECKUX, JabopaTOpHbIX M HWHCTPYMEHTaJIbHbBIX
JI@HHBIX B €IMHYI0 IMarHOCTUYECKYI0 KapTUHY [24].

Baxxno ormerutp, uto POEMS-cungpom saBaserca
KypabeJbHbIM 3a6oJieBaHNeM. biaroziapsi coBpeMeHHbIM
MeToJilaM JiedeHHUs, BKJO4Yas TPaHCIJIAHTALUIO ayTo-
JIOTUYHBIX [E€MONO3THYECKUX CTBOJIOBBIX KJIETOK, 4Ya-
CTOTa 00bEKTUBHOI'O KJHWHUYECKOTO OTBeTa JO0CTUraeT
91,5-100 % [25].

PaHHsA ¥ ToyHas fuddepeHIMasbHas JUarHOCTHUKA
B COBOKYIHOCTH CO CBOEBPEMEHHBbIM HayajloM aJieK-
BaTHOM TepanuHy IIpY JaHHOM 3a60J1eBaHUU KPUTUYECKH
Ba)XKHbl. TaKTWYyeckue OIIMOKH, JONylleHHble Ha JHa-
FHOCTMYECKOM MapllpyTe MallMeHTOB, CIOCOGCTBOBAIU
NpOTpecCMpOBaHUI0  HeBpoJioruyeckoro  Jedunura:
N0YTH '/, IallMeHTOB MOJIHOCTbIO yTPATUJ/IU COCOGHOCTh
K CaMOCTOSITe/IbHOU X0/ibbe, a y 54,2 % 6bLJ1 3aperucTpu-
POBaH TsKeJIbIM UK KpaliHe TsKeJ bl HEBPOJIOTHYeCKU N
fedUIUT, YTO B KOHEYHOM UTOTe NPHUBEJNO K INIyOOKOU
VHBAJNAU3alUH.

3AK/TIIOMEHUE

[IpeofosieHMe  AUArHOCTUYECKUX  TPYAHOCTEH MpHU
POEMS-cungpoMe JsiexxuT B cdepe MOBBIIMIEHUSA OCBe-
JIOMJIEHHOCTH Bpadell pa3/IMYHbIX CIeluaJbHOCTENH O
nosMMopdHON KJIMHUYECKOM KapThHe 3ab6oJieBaHUS U
aKTUBHOI'0 MeX/MCIUIIJINHAPHOTO B3aUMO/IeUCTBUSA A5
ero CBoeBpeMeHHOI'0 paclio3HaBaHUsl.
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