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POEMS-CUHOPOM: KITIMHUYECKUM CNYYAMN.
AYTOJNOIMMYHAA TPAHCIMNAHTALNA NEPUOEPUYECKUNX
FEMOMO3TUYECKUX CTBOJNOBbLIX KJIIETOK KAK
3PPEKTUBHbIA TEPANEBTUYECKUMA BAPUAHT JIEMEHUA
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Pestome

BeepeHne. POEMS-cuHOopoM  SBRSETCS  Peakon  MyNbTUCUCTEMHONM — NaTonorueil  napaHeonnacTUyeckoro
NPOMNCXOXAEHWs, KOTopast CBSA3aHa C NNasMOKIETOYHON AUCKPa3nen, CONPOBOXAALLEECS CUMNTOMAMKU WK NPU3HaKaMm
nepucbepuyeckon  nonuHerponatim  (P),  OCTeocknepoTUYeckuMM  nopaxeHusmu,  GonesHblo  KactnemaHna
(aHrnodonnukynspHas runepnnasus  numdoysnos), opraHomeranun (O), sHpokpuHonatun (E), MOHOKNMOHaNbHOM
rammanatueit (M), TUMWYHBIMU M3MEHEHUAMU KOXM (S), n/vnn OTeK AMCKa 3pUTENbHOTO HEpBa, MOBbILIEHWE YPOBHS
cbiBopotku VEGF (vascular endothelial growth factor - chaktop pocta aHgoTenus cocynos). HeCMOTPS Ha He3HaUUTENbHBbIN
B CPABHEHWM C MHOXECTBEHHOW MMENTOMOI YPOBEHb MOHOKIOHANBHON Cekpeuun, neveHne POEMS-cuiapoma nposoanTes
Mo aHanor1yHbIM nporpammam. Mpu aTom Hanbonee aheKTBHEIM CYNTAETCA NPOBEAEHNE BbICOKOAO3HOM XMMUOTEPaNN
C NnocneayLLen TpaHcnnaHTaumen nepudepuyeckmx CTBOMOBbIX KNETOK.

Onucanue cnyyas. OT0 cryyail 56-MeTHEr0 MyXYWHbI, KOTOPbIA ObiN rOCIMTanNWM3MpoBaH C reHepanu3oBaHHbIM
OTEYHbIM CMHOPOMOM, CO 3HAYUTENBHOM MOTEPENt Beca 1 3aTpyaHeHeM xoab0bl. Apkas KNuHUYecKas kapTUHa NpakTUYecku
WCKMKYana [pyrue [WarHocTMYecke anbTepHaTWBbl, BbicTaBneH auarHo3 POEMS-cuHgpom. [locne  cucTemHoMm
XAMUOTEPaANMM 1 TpaHCMMaHTaLuMW  ayTOMOTMYHbIX  TEMOMOITUYECKUX  CTBOMOBLIX  KMETOK, AOCTUrHYT  MOMHbIN
remMaTonornyeckuil OTBET 1 3aMETHOE KITMHWUYECKOE YNYULLEHWE naLneHTa.

3akntoyeHune. BbicokogosHas xuMuoTEpanns C MOCHEYIOWeN ayToMOrMYHOM TpaHCMnaHTaumed remonoaTM4eckmux
CTBOJIOBbIX KNETOK ABNsieTCs 3dhdheKTUBHON Tepanueit 4ns Monoablx naumeHTos npu POEMS-cuHapome.

Kniouesble cnoea: POEMS-cunOpom, nonuHeliponamusi, nnasMoknemoyHas Ouckpasusi, MOHOK/IOHabHas
2ammanamusi, aymoroauyHas mpaHcniaHmayus.

Abstract

POEMS SYNDROME: CLINICAL CASE. AUTOLOGICAL
TRANSPLANTATION OF PERIPHERAL HEMATOPOIETIC STEM CELLS
AS AN EFFECTIVE THERAPEUTIC TREATMENT OPTION.

Olga O. Kolesnikova', Vadim M. Kemaykint, Azat B. Karabekov1,
Ruzal F. Vildanova', Ayagul M. Ainabai?

“National Research Oncology Center” LLP, Nur-Sultan, Republic of Kazakhstan.

Introduction. POEMS is a rare multisystem paraneoplastic syndrome, secondary to plasma cell dyscrasia, accompanied
by symptoms and/or signs of peripheral polyneuropathy (P), osteosclerotic lesions, Castleman's disease, organomegaly (O),
endocrinopathy (E), serum monoclonal protein (M) edema, typical changes in the skin (S), optic and/or nerve disc edema,
serum VEGF (vascular endothelial growth factor) level elevation. Despite the insignificant level of monoclonal secretion in
comparison with multiple myeloma, the treatment of POEMS syndrome is carried out according to a similar protocol. High-
dose chemotherapy with subsequent transplantation of peripheral stem cells is considered the most effective. Here we
present a patient with POEMS syndrome who achieved a rapid complete response to double therapy consisting of systemic
chemotherapy followed by autologous transplantation of hematopoietic stem cells.

Case description. A 56-year-old man presented with generalized edema syndrome, significant weight loss, and
progressive weakness in lower extremities. A vivid clinical picture practically excluded other diagnostic alternatives, and a
diagnosis of POEMS syndrome was made. After systemic chemotherapy and autologous hematopoietic stem cell
transplantation, a complete hematological response was achieved, and the patient showed clinical recovery.

Conclusion. High-dose chemotherapy followed by autologous hematopoietic stem cell transplantation is an effective
therapy for young age patients with POEMS syndrome.

Keywords: POEMS-syndrome, polyneuropathy, plasma cell dyscrasia, monoclonal gammapathy, autologous
transplantation.
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Tywingeme
POEMS-CUHOPOM: KNMHUKANDIK XXAFOAWU. NEPUOEPUANDIK
FEMOMNOJ3TUKAIDbIK BAFAHAJbIK XXACYWANAPAODbLIH
AyTonorumanbliKk TPAHCIMJIAHTALMACDI - EMHIH 9OPEKTUBTI
TEPANMUACDBIHDbLIH TYPI PETIHAE

Onbra. 0. KonecHukosa', Bagpum. M. Kemankun1, Asar b. Kapabekos1,
Pysansb. ®. BunbpaHoBa', Aaryn. M. AnHaban1
«¥nTTbIK FbinbiMu OHkonorua OpTtanbiFbi» XKLWIC, Hyp-CynTaH K., KasakctaH Pecnybnukachi.

Kipicne. POEMS-cuHzpombl - 6yn nepudepusnbik nonuHesponatus (P) cumntomzapbl xaHe/Hemece Genrinepi,
OCTEOCKINepoTUKanblK 3akbiMaHynap, KactnemaH aypybl (numda TyWiHAEPIHIH, aHMMOMONNUKYNAPAbIK runepnnasuscel),
opraHomeranus (O), aHgokpuHonatus (E), MoHoknoHanbabl rammanatus (M), TepiHiH TUnTik e3repicTepi (S) xaHe/Hemece
kepy Tambipbl aucki iciHyi, VEGF (vascular endothelial growth factor - Tambip aHgoTenuiiHiH, ecy dakTopbl) capbicy
LEHreniHiH, xofapbinaybl ceben bonaTbiH, MnasmarnblK xacylwanblk AuckpasusMeH bainaHbiCTbl napaHeonnacTukarblK
aparbICblHaH CUPeK Ke3[eceTiH Ko Xylieni natonorvs.

BipHelle MuenomameH canbiCThbipFaHda MOHOKMOHaNbAi CeKpeuusiHbIH eneycis AeHreiliHe kapamacTaH, POEMS-
cuHopomabl emaey ykcac Oarpapnamanap GoiMbiHWwa xyprisineni. byn xarmaiga nepuddepusnblk  GaFanansbl
Xacyluanapgabl TPaHCNNaHTaLMsANayMeH KoFapbl J03abl XMMUOTEPanUs Xypriay eH, TuiMmai bonbin caHanagbl.

XKarpangbl cunatray. byn 56 xacTafbl ep agaMHbiH, KaFganbl, Of Kanmbl iCiHY CWHAPOMbIMEH aypyxaHara
KaTKbI3bINAbI, CanMaK XOFanTy XaHe Xypy KublHAbIKTapbl 6ap. XapKbiH KNMHWKanbIK KepiHic Gacka auarHoCTUKanbIk
Banamanapabl xokka weirapael, POEMS cuHopombl AnarHo3bl Kombingbl. Kymeni XumuoTepanus MeH ayTonorusnbik
reMonoasgik [fiH XacywanapblH TpaHCnaHTaumsnaygaH KemiH TOMblK reMaTonorsnblk peakuusFa XoHe NauueHTTiH
KNWUHMKAIbIK XaKcapyblHa KON XeTkisingi.

KopbITbiHAbI.  [emMonoasgik  fiH  kacywanapblH — ayTonorusAnblK — TpaHCnnaHTaumsanaymeH
xumuotepanust POEMS-CMHOPOMBIMEH Xac NaLMeHTTep YLWiH TMiMai Tepanust 6onbin Tabbinagb!.

Tylin ce3dep: POEMS-curOpombl, nonuHeliponamusi, nnasMasblK XacywasnblK OUCKpa3usi, MOHOKTOHasbObI
2amMmanamusi, aymosiogusiiibiK mpaHcniaHmayusi.
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BeepeHue CTYMHAX W TONeHAX, afjeHonatua, W3MEHEHUA KOXn U

POEMS-cuHapom, Takke W3BECTHbIN B NUTEpAType Kak
cuHgpom  Crow-Fukase wnu  Takatsuki, npegcTaBnset
cobo pefkoe cucteMHoe 3aboneBaHue,  BapuaHT
NnasMokneTouHol auckpasum [4]. Hambonee 3ameTHoi
KNWHUYECKOW  XapaKTepUCTUKOM  cuHOpoMa  SBRseTcs
MOMMHENpoONaTs, YTO MOYTU BCEraa SBMNSETCS MPUYMHON,
Mo KOTOPO/ nauuMeHTbl 0OpallanTcs 3a MeAWLMHCKOM
nomouypio [1,23]. B 1938 rogy Scheinker .M. 6bin nepabim,
KTO onucan  CBS3b  Mexay  NnasmouuToMon U
CEHCOMOTOPHOM nonuHerponatuert [24]. B 1956 rogy Crow
R.S Hamucan nogpobHoe onucanwe 2 cnyyaes, Korga
COCYLLieCTBOBAIM HOBbIE OCTEOCKNEPOTUYECKNE MOPaXeHUs
KOCTeN M MOMMHENponaTns, a TaKkke OTEeK Ha MofdbbKKax,

TYCKINOCTb UMW M3MEeHeHWe LBeTa Horten [3]. Heckonbko
net cnycra Bardwick P.A. et al. (1980) [2] cosgan
abbpesnatypy POEMS, no koTopoii OHa W3BECTHA CEroaHs
M KoTOpas Onpefdensier OCHOBHbIE XapakTepUCTUKA
cuHgpoma. Tem He MeHee, Obino  MHOMO  ApYrux
KIUHUYECKWNX MPOSBMEHNI, HE BKMIOYEHHbIX B Ha3BaHwe [5],
noatomy A.Dispenzieri et al.[2003] [6] npegnoxunu Habop
AMarHOCTUYECKNX KPUTEPUEB, OCHOBAHHBIX Ha KIMHUYECKMX
AaHHbIX B PasHbIX Cepusix MauMeHTOoB, KOTOpPble AOMKHbI
0XxBaTblBaTb BeCb cumnToMatuyeckuin cnektp POEMS.
MaToreHes cuHgpoma POEMS sBnsieTcs CNOXHBIM W
ocTaetcs  HesicHbiM.  PasHooGpasHble  uccregoBaHus
NOAYEPKMBAIOT, YTO Y MALMEHTOB MPUCYTCTBYIOT BbICOKUE
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YPOBHM  MPOAHIMOTEHHBIX W MPOBOCMANUTENbHbIX
UMTOKMHOB, Takux Kak IL-1B, TNF-a wnu IL-6. 3tu
WHTEPMENKNHbI CTUMYNUPYIOT BbIpaboTky haktopa pocTa
SHOOTENUS COCYAOB, CEKPETUPYEMOro Mna3mMoLMTOMON
(VEGF), koTopblii, Kak Obifo yCTaHOBMNEHO, OAMHAKOBO
BbICOK Y MHOTMX naumeHToB [25]. 3ToT hakTop, Kak
YKa3blBaeT €ro HasBaHue, HalefleH Ha SHAOTenWarbHble
KNeTku, Bbi3biBas nponudepaunio KneTok U NOBbILLEHHYHO
NPOHMLAEMOCTb  KanumnnspoB,  OTBETCTBEHHbIX  3a
OONMbLWIMHCTBO ~ XapaKTepHbIX  MPOSIBMEHUI  CMHOpPOMA.
Heckonbko wccnegoBaTeneii NPeanonoxunu, YTo MOXeT
OblTb TecHast cBs3b Mexay ypoHsamu IL-6 u VEGF u
aKTUBHOCTbHO 3aboneeaHusi [14,19]. lNaToreHes
nonuHerponatim B pamkax POEMS-cuHgpoma cBsizaH ¢
OTNIOXEHMEM WMMYHHbIX KOMMMEKCOB B vasa nhervorum u
SMMHEBPUM, YTO B CBOK OYepedb Bbi3blBAET aKTMBALMIO

MECTHOr0O  MMMYHHOrO  OTBeTa,  BbiCBODOXAEHMe
NpOBOCNANMUTENbHBIX LINTOKIHOB, obpasosaHue
XeMOaTTPakTaHTOB W MWrpaumio  HeuTpodmnos.

PaspyLueHne 3HAOTENMANBHOTO Crosi B MenkokanmbepHbIx
vasa nervorum npuBOAMT K MPOHWUKHOBEHMIO CBOBOAHBIX

papvkanoB " MaTPUYHBIX MeTannonpoTenHas,
paspyLUatoLwmx MuenuH [7,17].

POEMS-cnHaopoMm  BKMOY@eT — HECKONMbKO  rpynn
AMarHoCTU4eckux kputepumes [18].

— FBonbwue:  nonuHemponaTus;  MOHOKMOHAMbHAs
nnasMounTapHas  WHWNLTPaUWA  KOCTHOTO  MO3ra,

CeKpeuust mapanpoTeuHa (mpakTuyecku Bcerga A-Tuna);
CKMEPOTUYECKME M3MEHEHWS KOCTHOM TKaHM Mnn BonesHb
KactnemaHa; noBbilueHMe YpPOBHS  (hakTopa  pocTa
aHpoTenus cocynos (VEGF).

— Marnbie: opraHomeranus (renaTtocnieHoMeranus
wnu - nuMdageHonaTus); reHepanu3oBaHHbI - OTEYHbIN
CUMHOPOM  (OTeKW, NnEeBpanbHbIA BbIMOT WAM  acuuT);
SHOOKPUHOMATWS;  KOXHbIE  M3MEHEHWs1  (TMNEepPTpUXO3,
TMNEPNUIMEHTALMS, NNeTopa, aKpoLWaHo3, runepemms
KOXW, TNIOMEPYNSPHAs TEeMaHrMoMa KOXW, JENKOHUXMS);
OTeK [AWcka 3pWUTENbHOrO  Hepa, Tpombouwtos /
NONMLMTEMUS.

— [pyeue cumnmombi;  yTONWEHWE  AMCTambHbIX
(hanaHr nanbLeB PyK, CHWXEHWe Macchbl Tena, neroyHas
TMNepTeHaust | pecTPUKTMBHbIE 3abomneBaHus  nerkux,
TpoMOOTUYECKME HAPYLIEHMS, AMAPES, CHIKEHWE YPOBHS
BUTaMWHa B12.

[lnarHo3 sBNSieTCA [OCTOBEPHLIM MPW HANMWYMM He
MeHee Tpex BonbLumx KpuTEpUEB (Mpuyem
nonvHemponaThst W MOHOKMOHambHas  ramMManartust
SBNsTCH 0053aTENbHBIMM) U OGHOMO Manoro.

B tepanun POEMS-cuHapoma nenonb3ylTes nyveBas
Tepanus,  uuTOCTaTWKM  (MendhanaH,  Goptesomub),
VIMMYHOMOZYNMpYHOLLMe areHThl (Nenanugommg,
Tanugomug) [8], MoHOknoHanebHble aHTUTEna Kk VEGF
(beBaumaymab) n ayToTpaHCNIaHTaLmMs CTBOMOBbIX KNETOK
nepudepuyeckon kposu [9,10].

MporHo3 3aboneBaHusi BapuabeneH W 3aBUCUT OT
MHOXeCTBa COMYTCTBYKOWMX (haKTOPOB (CPOKM Havana
NeYeHnsl, NEepeHOCUMOCTb  Tepanuu,  KOMMMAEHTHOCTb
OONMbHOrO, HamMuMe  OCMOXHEHUIA W COMYTCTBYHLMX
3aboneBaHuit), OOHaKO  onpegensiowMM  (hakTopoMm
SIBNSIETCSH CBOEBPEMEHHOCTb YCTAHOBKM AMArHo3a.

B gaHHoi cTaTbe npeacTtaBneH crnyyait naumeHta TOO
«HauwoHanbHbI Hayusbin OHkonoruyeckuin LieHtp» (TOO

«HHOU») ¢ POEMS-cHOpOM U OMbIT NEYeHust 3TOro
PeaKoro CMHApoOMa.

BonbHoli P., 56 net. 3abonesaHue aebiotuposano B
2015 rogy C Hapactawwein cnabocTbld B HUKHUX
KOHEYHOCTSIX, HEYCTOWYMBOCTU MpU XOAbOE, CHWXKEHWEM
Macchbl Tena, BblpaxeHHoN obLen cnabocTbio. B TeueHne
nocnegylwmx 3 net  xanobbl MOCTENEHHO
MporpeccupoBanyt, NPUCOEANHUNUCH HapyLIEHWUs XOAbObI.
Mpu obcnegoBaHnM MO MECTY XMTENbCTBA BbISBNEHA
renaTtocnneHoMeranusi, acuut W MpWU3HakW MOpTanbHOM
rMnepTeH3nn. MpoBogunack CUMATOMaTMYecKas Tepanus,
6e3 0coboro AnMTenbHOro KNuMHWUYeckoro addpekta. B
pekabpe 2018 roga nposegeHo [MIT-KT, rae oTmeveHo
YBENUYEHUE W HAKOMMEHME KOHTpacTa 3abprOLMHHBIX K
BHYTPMOPIOLHBIX NUMGATUYECKUX Y3NOB, ABYXCTOPOHHUIA
MOpoTOpaKke, [MApONepuKaps, CrNeHOMeranus, acupT;
[EreHepaTUBHO-AUCTPONYECKME  N3MEHEHUS  LLIEVHOIO,
FPyOHOro, MOSCHUYHOMO OTAena Mo3BOHOYHWKA. B sHBape
2019 roga yXydleHWe  COCTOSHMS,  ambynaTopHO
obcrnenosaH B YCroBuMsX Pecny6nukaHckoro
AmarHoctuyeckoro LeHTpa r. Hyp-CyntaH, no pesynbtatam
KOTOPOro BbISIBNIEHA MOHOKIOHanbHas rammanatus (Ig A
lambda 7,7 r/n (12,1%), B Mmoue 6enok BeHc-[xoHca).

Onucanue cnyyas

B deBpane 2019 roga naumeHT P. rocnntanuaunpoBaH ¢
HanpaBuTeNbHbIM  anarHosom  «POEMS-cuHgpom» B
otoeneHvne oHkorematonornn u TKM  «HHOLU» Aans
Bepudmkauum guarHosa. lNpu obenegosanum y nauweHTa
uvenuch aBa obszatenbHbix 6onblmnx kputepus POEMS-
CMHOpPOMA  (BEMMenuHU3MpyloWwas  MomnvHerponaTus
CEHCOPHO-MOTOPHOTO ~ TUMa, € MPEeUMYLLECTBEHHbIM
BOBIIEYEHMEM HUXHUX KOHEUYHOCTEN W MOHOKMOHanbHas
MnnasMoKNeTouHas WHUNBTPaLWs, ceKkpeuus
napanpotemHa A A-Tuna n 6enka BeHc-[hxoHca) n noutwn
BCE Masnble: OpraHomeranus (remaTocnneHomeranus,
reHepanu3oBaHHas  numdageHonaTus),  reHepanuso-
BaHHbIA OTEYHbIN CUHOPOM (OTEKM, NneBpanbHbliA BbINOT U
acuuT),  M3MEHEHMS  KOXM M ee  MpuUOaTkoB
(rMnepnurmMeHTaUmMs, KepaTos, TUNEPTPUX03, TUnepemus
KOXM,  NENKOHUXMSI),  SHAOKPUHONATUS  (MEPBUYHbIN
rUNOTMPEO3), a TaKke NerovyHas rmnepTeH3ns no LaHHbIM
Oxo-KI', yTonuieHuwe aucTanbHbIX panaHr nanbuesB pyk,
CHIWKeHWe macchl Tena. [1ns 4oCTOBEPHOro AuarHo3a 6bino
HeobxoaMMo Hanmume elle oaHoro HonbLUoro kputepus. M3
OCTaBLUNXCS Tpex GOonbLUNX KpUTEPUEB Ba OTCYTCTBOBASM:
TUMUYHBIX CKNEPOTUYECKNX U3MEHEHUIA KOCTEN NO AaHHbIM
peHTreHorpacuu, a ypoeeHb VEGF He wuccneposancs
(DaHHbIM MeTon He npoBoguTcs Ha Tepputopun  PK).
OpHako, [nWUTeNnbHOCTL  3ab0neBaHWst M ero  spkas
KNWHWYEeCKast KapTMHA NpaKTUYECKM, WCKIKYanu apyrue
[MarHocTMyeckne anbTepHaTWBbl, BbICTABMEH [MarHo3
POEMS-cuHgpom.

lMocne ycTaHOBMEHWs AuarHosa obcyxaancs Bonpoc o
Bbibope MeToga neyeHns. HecmoTps Ha He3HauUTeNbHbIA
B CpPaBHEHMM C MHOXECTBEHHO MMWENOMONA YPOBEHb
MOHOKITOHanbHO! cekpeuun, nevenne POEMS-cuHapoma
NPOBOAMTCA MO aHarorMyHbIM nporpammam. [lpu 3tom
Hambonee  3(PPeKTMBHBIM  CUMTAETCH  NpOBEAdEHME
BbICOKOLO3HOW  XuMUOTepamnuu € mocreayroLlen
TpaHCnnaHTaumen nepugepuyecknx CTBOMOBBIX KMETOK.
MendanaH B MHAYKLMOHHON Tepanuu He paccmaTpusancs,
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TaK KaK MauWeHT sBRSncs kaHangatom Ha ayToTKM. Ot
NPOTMBOOMYXONEBbIX UMMYHOMOZYNATOPOB (TanuaomMua) u
WHrMOUTOPOB  MPOTECOM  PELIeHO  BO3AEpXaTbCs  BO
nsbexaHue ycyrybneHus cuMNTOMOB MonuHerponatun. B
nonb3y NeYeHUs MPUHSTO pEeLLEHNe O MPOBEAEHUN PEXUMA
Ha OCHOBe [ekcameTasoHa W umknogocdaHa. [Mpu
npomexyTouHoM obcneaosannm B MapTe 2019 roga nocne
2-X KypcOB Tepanuu OTMEYanoCb CHkeHue ypoBHs M-
rpagveHta Ha 52%, ofHako NO  APYrUM  KpUTEpUSM
(acuut/BbINoT/OTEK, MonuHeponaTus) oTMevanacb
oTpuuaTenbHas  OWHAaMWMKa.  YuuTbiBasg  TSKECTb
COMaTMYeCKOro COCTOSHMSA, ObINO MPUHATO pelleHne B
nonb3y CMeHbl NpOrpaMMbl XWMWOTEPANUM Ha OCHOBE
Tanugomuga W pekcametasoHa. B asrycte 2019 roga
NPOBEAEHO KOHTPOMBHOE PECcTaanpoBaHmne nocne 6 Kypcos,
B pesynbTaTte KOTOPOTO KOHCTATUPOBAHO «YMyuLIEHME»
COrMacHo KpuTepusam oTBeTa Ha Tepanuio POEMS
cungpoma [10], Ha OCHOBaHWM - CHWKEHWS NapanpoTenHa
Ha 91%, npeacTaenexHbIn IgA/lambda, otcyTcTBus benka
beHc-[bxoHCa B MOYe, perpeccun  HEBPONOTMYECKUX
NpOSBNEHMI (MONMHEAPONATUS CEHCOPHO-MOTOPHOTO THNA),
OTCYTCTBME acuuTa, MNeBpanbHOr0 BbINOTA, OTEKOB W
MPU3HAKOB NEroYHON rMNepTeH3nn no AaHHbIM OXO-KT,
YMEHbLLUEHWE pa3MepoB numdatnyeckux yanos Ao 50%,
Takke B OAK — BoccraHoenenue yposHs He ¢ 90 go 129
r/n, B 6/X Hopmanuaauns ypoBHsi kpeaTuHuHa ¢ 105 go 81
MKMonb/n, anbbymuH ¢ 28 po 36 r/n. CK® ¢ 46 po 57
MI/MUH.

YunTbiBas MOMyYeHHbI OTBET, Obina npoBegeHa
Mobunusaums no cxeme «3tono3ng+G-CSFy». 3arotoBneHo
27,84 wmnn/kr. 30 aBrycta 2019 roga peanus3oBaHa
BblCOKOAO3Has xumuotepanus (MEL 200 wr/m2) c
nocnegytoLen TpaHcnnaHTaumei ayTONMOMNYHbIX
remMonoaTUYECKMX CTBOMOBLIX KneTok B konuyectse 10,3
MH/kr. HelTpocunbHoe npuxmBreHue cocTosnock Ha 18-
1 [EHb.

B noctTpaHcnnaHTauMoHHbIA  nepuop  Obina
3admkempoBaHa Oaktepemus (Escherichia coli) Ha 8-i
AeHb,  MpoBogunacb  aHTMbakTepwanbHas — Tepanus
(Munepauunnut/Tasobaktam) c MONOXMUTENbHBIM
achchekTom. Takke y naumeHTa Habnwaanock OCNOXHEHWe
Takoe Kak [Juapes, He  Kynupyemas  MpUEMOM
NpOTUBOAMNAPENHOTO npenapara (nonepamug
rMapoxnopua), Aanee MpUMEHsNach MpoTUBOMUKPODHas
Tepanus (METPOHMZA30M) C Lenblo KynupoBaHUs AaHHOMO
OCMOXHEHWs. Ha oHe NPOBOAMMOrO NeyveHus ynydileHue
He ObINO JOCTUIHYTO, COCTOSIHWE COXPaHSNOCh TSXembiM,
Tpebytolee KOPPEKLWUM BOAHO-3MEKTPONUTHOTO 0bMeHa.
Crnepyiowmm 3Tanom B NeyeHnn Obino  HasHauyeHwe
[TIIOKOKOPTUKOCTEpouaHOA  Tepanum  (Oypeconup), ¢
[OCTaTOYHbIM BbICTPBIM 3dh(hEKTOM B BUAE HOpPManM3aLum
CTyna B TeyeHue CyToK. [laHHbii BbiBOp HasHauyeHus
OCHOBAH Ha pEKOMEHZAUMsX KnuHukn Maiio, KoTopble
npeanonoXunu B CBOEM uccnegoaHum [11], 4To naumeHTbl
¢ cuHgpomom POEMS umetoT abeppaHTHY LMTOKNHOBYIO
cpegy, KoTopas yCUn1BaeTCs U YBENNYMBAETCS B MPpoLiecce
BOCCTaHOBMEHWS KOCTHOrO MO3ra, CO  3HAYMTENbHbIM
YBENNYEHNEM KOHLIEHTpaLum LMpKyn1pytoLLEero
MakpodararnbHoro KonoHuectTumynupytollero daktopa (M-
CSF), aputponoatuHa, IL-6 u TNF-a, gocturatoero noytu
MaKCUManbHbIX 3HAYEHWA. B3pbiB LMTOKMHOB, BEPOSITHO
BCEro, NpepLecTByeT NpUXUBMNEHUIO HEMTPOUIOB. Takke

BbIABWHYTO NPEANONOXeHWe O TOM, YTO ChyeHoMeranus
ABNSETCA  (haKTOPOM  BLICOKOrO  puUCKa  Pa3BUTMS
MOCTPaHCNNAHTALMOHHBIX OCTIOXHEHWH, TaK KaK CeneseHka
CNYXWT pe3epByapoM KNeToK, KOTOPbIE Y4acTBYIOT B NeTne
0bpaTHOWN CBA3M CTUMYIISILMMA LIMTOKWH-XEMOKMHOB, KOTOpas
MPOUCXOANT BO BPEMS NMPUXUBIEHUS.

MaumeHT BbinMcaH Ha 25-1 AeHb nog Habmogenue
remMatonora no MecCTy XUTENbCTBAa C PeKOMeHZaLuusaMu o
NPOBELEHUN KOHTPOMNBHOrO pectagmpoBaHus Ha aeHb +90
B YCNOBUSX TPAHCMNAHTALMOHHOTO LIEHTPa.

B nekabpe 2019 roga nauMeHT rocnuTanmavpoBaH B
oTaenexne oHkorematonorim n TKM «HHOLL» anst oueHku
adpcekta ot AytoTTCK. [MaumeHT npogemoHcTpupoBan
3aMETHOE KMWHWYECKOe YMyulleHue B BWAE perpeccuu
CMMNTOMOB nonuHeponaTum, OTCYTCTBYUE
reHepann3oBaHHOrO  OTEYHOTO  CuMHOpOMa  (OTekw,
nneBpanbHbIA BbIMOT W acuuT), YAYYWeEHWE COCTOSHMS

KOXKM W ee TNpuaaTkoB  (YMEHblUEHWe MpW3HaKoB
MMNepnurMeHTaLmu,  KepaTosa W TUMEpeMUM  KOXM),
opraHomeranusi  (COKpalleHWe pa3MepoB  CEeneseHku,

HOpManu3auus pasmepoB BCEX rpynn NuMdaTU4eckux
y3rioB), OTCYTCTBME MPWU3HAKOB FNEFOYHON TMnepTeH3uu, a
TakKke  BaXHbIM  Pe3ynbTaToM  CTano  OTCYTCTBYUE
MOHOKJIOHANbHOTO  KOMMOHEHTA B CbIBOPOTKE KPOBU U
Benka beHc-[xoHCca B MOuYe, NPOBEAEHHBIM METOAOM
UMMYHodMKCaLM.

06cyxaeHne

B paHHOM KMMHMYECKOM Cryyae OnuCbIBaeTCs, Kak
MawLMeHT JOCTUT MOMHOTO reMaTornorMyeckoro oTeeTa nocne
ayTOomNOrM4HOM TpaHcnnaHTaummn remMonoaTUYECKMX
CTBOMOBbIX KNETOK.

POEMS-cuHapom siBnsieTcs peakum  3aboneBaHuem,
KOTOpPOE TPYAHO [MarHOCTUPOBATb MW3-3a €r0  HW3KOM
3abonesaemocTH, pa3Hoobpasns MOpaxeHHbIX OpraHoB W
CUCTEM U W3MEHYMBOCTW €ro KMUHUYECKUX NPOSBMEHUN.
Takum obpa3om, yCTaHOBMEHNE AMarHo3a 4acto 3aHUMaeT
ANUTENbHOE BPeMsl, Oaxe B MeOWUMHCKMX LEHTpax C
[O0CTaTOYHbIM OMbITOM PaboThbl C STUM CUHLPOMOM.

[Mepndbepunyeckas nonuHerponaTus BO3HWKaeT
BCIeACTBME 3HOOTENMarbHOro NoBPEeXAEHNs, BbI3BAHHOMO
NpsMO WM KOCBEHHO  aHOMarnbHOW  aKTuBaLuen

sHpotenuanbHelx  knetok VEGF, akcnpeccupyemon B
HepBax. lMonuHedponaTtus, koTopas ABMAETCH KNKYEBLIM
KpuTEpPMEM [N NarHOCTUKM, ABNSETCA Hambonee YacTbiM
W WHBaNWAM3VUPYKLLMM NPOsiBNEHNeM cuHapoma. Kak v B
HacTosllleM Cryyae, MOnMHeAponaTus OBbIYHO ABNSETCS
nepBbiM  KNWUHUYECKUM  NpOsiBNEHWeM.  BbipaxeHHast
cnabocTb BCTpeyaeTcs 6onee YeM y NOMOBMHbI NaLNEHTOB
W MPUBOBMT K  HECMOCOBHOCTM  CaMOCTOSTENbHO
nepeasuratses [12].

Hannyne MOHOKMOHAMBHOMO KOMMOHEHTa  SBMSETCS
ele OfHUM [uarHoCTMYeckuMm Kputepuem. MapanpoTenH
0bblyHO MpepacTaBnseT coboit uMMyHornobynuu (Ig) Tuna
A, nouTn BCerga C orpaHuyeHvemM nambpa-nerkoi uenu,
AnddepeHLmnpys CUHAPOM OT MHOXECTBEHHON MUENOMbI, B
KOTOpOW nerkue Lenu uMetoT WM Tun kanna. M-rpagueHt
0bbl4HO Manm no KONMWYEeCTBY UM WHOTAA MOYTM  He
obHapyxuBaeTcs. Y Hallero naupeHTa npoBedeH TecT Ha
WMMYHOMUKCALMIO,  KOTOpbIA  MOATBEPAMN  Hanuuue
MOHOKIMOHanbHbIX nonoc IgA v nerkux uenen nsmb6aa,
KOHLIEHTpaLs napanpoTenHa KoToporo coctasuna (7,7 rin,
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12,1%). OpgHako npumepHo B  15%  cryyaes
MOHOKIMOHanbHbIn Genok He oBHapyxuBaeTcs Aaxe npu
nMmMyHodmkcaumm [6,12]. B atux cnyyasx npu 6uoncumn
KOCTW  BbISIBNSIETCA  NATONOTMYECKMA  KMOH.  [pyroe
pasnuune mexgy POEMS-CMHAPOMOM W MHOXECTBEHHOM
MWErNoMON 3akrtodaeTca B Tom, yto benok beHc-[xoHca
BCTPEYaEeTCH PedKko W YTO Mpy MYHKUMW KOCTHOMO MO3ra
COAEpXaHWe nnasmaThyeckux KNeToK COCTaBMsSeT MeHee
5%. B paHHom cnyyae 6uoncus Bbina MoOnoXMTENBHOM
(nnaamatuueckue knetkn 7%) u obHapyxuBancs B Moye
6enok beHc-[xoHc.

OcTeocknepoTuyeckme MOPaXeHUs  PErnCTpUpyHTCS
npubnuautencHo y 95% nauneHToB [26]. MoBpexaeHus
KocTen MOryT ObiTb CKNEPOTUYECKAMM, MUTUYECKUMU CO
CKMEPOTUYECKMMU KPasiMU AN CMeLLaHHbIMN. [pumepHo y
MOMOBMHBI  MaUMeHTOB  OBHapyXuMBaeTcs  eOMHUYHOE
MopaxeHue KOCTH, Y OCTarnbHbIX MHOXECTBEHHbIE. Ta3oBble
KOCTW, TMO3BOHOYHMK, pebpa W HWKHWE KOHEYHOCTM
ABMAKTCA  Hambonee pacnpoCTPaHEHHbIMU — y4acTKkamm
nopaxeHui KoCTeMn. MeTogb! BM3yanusawuu,
ncnomnb3yemble NS OUEHKM — BOBMIEYEHMS  KOCTH,
NpescTaBnsAloT  cobOA  peHTreHorpammy — CKeneta U
KOMMbIOTEPHYIO TOMOrpacmio.  [103UTPOHHO-IMMCCHOHHAS
Tomorpacpus (M3T) 0BbIYHO He wWaeHTUdNLMpYeT BCe
nopaxeHns,  ogHako  [OT-ckaHupoBaHne  MOXeT
NCMOMnb30BaTbCA B MOHUTOPUHTE OTBETA Ha Tepanuk y
MaunMeHToB C BbLICOKAM MCXOOHbIM HakonneHuem [21]. B
[aHHOM Cry4ae TWMUYHBIX CKIEpPOTUYECKNX W3MEHEHUN
KOCTEI N0 AaHHLIM PEHTreHorpacun He 0BHapyX1Banoch.
OpHako, y nauweHta Habnoganuce psg  Apyrvx
ANarHoCTMYeCKUX KpUTEpUEB, YCTaHOBMEHHbIX Dispenzieri
A et al. [2], cpean koTopbix Haubonee 3Ha4MMbIMKU Obinn
renaTocnneHomeranus " reHepanu3oBaHHas
numoaneHonaTns, BHECOCYANCTbIE CKOMMEHUS XMAKOCTM
— acuuT, TrMApoTOpaKC, ruaponepukapd, BEPOSITHO
00ycnoBneHHble  rMnoansbyMuHeMUen U NOBbILIEHHOM
COCYAMCTOM NPOHMLIAEMOCTBHO B COYETAHUN C BbIPAXKEHHBIM
CHUXEHMEM MacCbl Tefla 3a CYeT MOTEPU KMPOBOW
KnetyaTtkM W MbILEYHON aTpoduen, 3SHOOKpUHONaTUs
(MepBMYHbIN TUNOTUPEO3), U3MEHEHMUS KOXW (TMNEepTPIUX03 1
TMNEepNUrMEHTALMS) U MOPAXeEHWE AbIXaTENbHON CUCTEMbI B
BMAE NETOYHON MMNEPTEH3NN.

AyTomornyHasi  TpaHCnnaHTaums  nepudepuyeckmx
reMONO3TUYECKMX  CTBOMOBLIX ~ KNMETOK  CYMTaeTCs
NPeAnoYTMTENBHON Tepanueidl Ans MOMOAbIX MaLMEHTOB.
OgHO M3 cambIX KpynHbIX HabniogeHuin npoBedeHo B
knuHuke Mayo, Bkmiovatowee 59 nauwentos ¢ POEMS-
CUHZPOMOM, KOTOPbIM Oblfia OCYLLECTBMIEHA ayTOMNornyHas
TrCK [13]. WccneposaTenu koHcTtatuposanu, uto 92%
nayueHToB JOCTUMIU KNUHWYECKUA OTBET yxe yepes 100
pHel  nocne  TpaHcnnawTauun.  Obwas  5-neTHsis
BbhkMBaemMocTb W 0e3 mporpeccupoBaHns 3aboneBaHus
coctasuna 94 u 75%. Tpu cnyyas 3aBepLumMnuchb
neTanbHbIM  UCXOZOM, MPUYMHON MOCTYXWUN peuuans W
nporpeccupoBaHue 3aboneBaHns uyepe3 4 roga nocne
TpaHCMNaHTauun, a TPeTWUil MaumMeHT ymep OT pasBuUThS
KOHKypupytowlero 3abonesanus (nMumdgoma), He CBS3aHHOM
¢ POEMS-cuHapomom.

Opyrne coobuwenuss o6 aytonoruyHoin TICK npw
POEMS-cuHgpoMe  Takke — ONUCLIBAKT  KNMHUYECKOE
ynyJwenue nauueHToB [16,22]. Nakaseko C u coasm. [20]
coobwmnum o HabnwopeHun 23 naumeHtoB ¢ POEMS-

CMHAPOMOM, MOMYyYaBLLUMX neveHne ¢ nomoubto AyToTICK
¢ 2004 no 2012 rog. CpepgHuin Bo3pacT cocTasnan 52 roga
(onanasoH 34-64), a cpegHW WHTepBan OT AuarHosa [0
TpaHcnnaHTauun coctaensan 9 mecsues. [MonHbIN oTBeT
Obin  gocturHyt y  65%  mauueHTOB.  YnyulleHue
KMWMHUYECKMX CMMMTOMOB 1 cHkeHne VEGF Habnioganucs
y 22 naumeHToB (95,6%). lleTanbHbiX MCXOAOB, CBSA3AHHbIX
C TpaHCNnaHTauuen He 3aperucTpupoBaHo. Y nsATu
nauueHToB npousowen peunavs 3abonesaHus. [lpu
cpeaHem nepuoae Habnogenus 51 mecsy 3- u 5-neTHss
obwas  BbDKMBaEMOCTb W BbhKMBaemocTb  De3
nporpeccupoBaHus 3abonesanmus coctasum 96% v 81%, a
Takxe 64,6% 1 59,8% COOTBETCTBEHHO.

B gaHHOM KnuHWYeCKOM cnyyae Haw nauueHT Ha +100
L€eHb nocne ayTOmNOrM4HOM TpaHcnnatayum
reMONO3TUYECKNX CTBONMOBbIX KMETOK JOCTUT  MOSTHOrO
remartonornyeckoro oteeta 0e3 npu3HaKoB peLuavBa
3abonesaHus. HeCMOTpPS Ha TO, YTO HaMK ONUCaH TOJBKO
OOWH Crnyyal C TakuM CUHOPOMOM, OH COMOCTaBUM C
“cCrefoBaHNSMIU APYTUX KPYMHbIX LEHTPOB B MOAAEPKKY
AyTtoTI' CK B KauecTBe BaXHOII OMUMEN B TEPANMM MOMOAbIX
naumeHToB ¢ POEMS-cuHapoMom.

BbiBoAb!
[puBEOEHHbIN KMHUYECKUA NPUMEP LEMOHCTPUpYET
3(h(DEKTMBHLIN  TEPANeBTUYECKMA  BapWUaHT  JleYeHus

NaUMeHTOB C 3TWM CEpbe3HbiM M PEedKMM COCTOSIHUEM.
YunTbiBasl, 4TO Ha CEropHAWHWIA [eHb HET eAMHOro
CTaHOAPTHOrO  MNeYeHus M PaHAOMU3NPOBAHHbIX
KOHTPOMNMpyeMbIX KMWUHUYECKINX uccneaoBaHna,
TepaneBTMYeCKNe MOAXoAbl  MOTYT OCHOBbLIBATbCS  Ha
OMnbITe, OMMCaHHOM B HabniopaTenbHbIX MCCEeAOBaHUSAX.
[aHHoe cooblieHMe O Cryyae  COMOCTaBUMO  C
pesynbTatami, MONyYeHHbIMU B UCCMEA0BAHUSAX ApYrumu
TPaHCNNaHTALUMOHHBIMW LIEHTPaMK W NOATBEPXKAAET O TOM,
uto  AytoTTCK B coyYeTaHMM C  WHTEHCHMBHOM
XMMUOTepanueil  SBnseTcs  ogHUM 13 Hambonee
3hheKkTMBHBIX MeTog0B NeveHnss POEMS-cuHapoma.

Bknad asmopos. Bce asmopbi NpUHUMaNU pagHOCUSTbHOE
ydacmue npu HanucaHuu 0aHHHoL cmameu.

KoHpniukm uHmepecoe - asmopel
0mcymemeuU KOHIIUKMO8 UHMEPECO8.

duHaHcuposaHue — He NPosooUIOCH.
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