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POEMS cunapomy ceiipek Ke3Ieuryy4yy, Ko TyTyM/yy, KaH a alllaHraH IMMYHOTJIOOYJIMH/IEp/ICH Talia 00IroH oopy.
POEMS syndrome - Oya1 TeMeHKY Oenruiepan OUpUKTUPIeH xKaMaaTThlk a00peBUaTypacsl.

Ke1iiMbL1161H Oy 3yITyIIyHYH OaChIMIYyITyK KBUITAH IIPOTPECHBIYY HOMHHEBPOIATHSICH — Oyl CHHAPOMITYH HETH3TH KITH-
HUKaJbIK Oelrucu. bedTanTbIH ka0 canarsl IPOrpecuBaYY HeHponaTusJaH, MacCalblk NepudepHsIbIK MUIIUKTEH,
mieBpa 3(dy3UACHHAH JKaHa aCIIUTTEH yllaM HadapIiar, 00py KeIl yaypAa eIyMre ajbi keineT. [lomopranayy xeTn-
CHU3JIUTY, 6IIKe PECTPUKTUBIYY OOPYJIaphl KaHA OIIKO IMIIEPTOHUSCHI ChIAKTYY ONYTTYY KbIHBIHUBLIBIKTApP HAuap »Kbl-
MBIHTBIKKA aJIbII KEJleT.
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POEMS syndrome penkoe MyIBTHCHCTEMHOE 3200JI€BaHNE, BEI3BAHHOE IIMPKYIHPYIOIINMI B KPOBH UMMYHOIIOOYIIH-
HaMH BCIIE/ICTBHE IIa3MOIuTapHoi nuckpasun. POEMS — ato cobuparenbhas abopeBuarypa: P —polyneuropathy (1o-
muHedponarus), O -organomegaly (opranomeranus), E —Endocrinopathy (smmoxpunomnarus), M- M-protein
(M-niporennemusi), S — skin change (koxxHbie H3MeHeHHsT). OCHOBHBIMU KJIMHHUYECKUMHE MTPU3HAKAMHE 3TOTO CHHJIPOMA
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SIBISIETCSI IPOT PECCUPYIOILIast ITOJMHEHponaTys ¢ mpeodIaJaHueM IBUraTeIbHbIX HapyleHuil. 3a0oaeBaHne NOTEHIH-
aJIbHO CMEPTENIbHO, U KaYeCTBO JKU3HH MAIMEeHTa YXY/IIAeTCs W3-3a MPOrpeCcCUpYIOIIei HEBPOIIaTUH, MACCUBHOTO T1e-
pUdeprUecKoro oTeka, MICBPAJLHOrO BBINOTa U acuuTa. Cepbe3HbIe OCIOKHEHUS, TaKue KaK IOJHOpraHHas
HE/I0CTaTOYHOCTh, PECTPUKTUBHAS OOJIE3Hb JITKUX U JIETOYHAS TUIICPTEH3MS, IPUBOJAT K HEOIAroNnpUsATHOMY IIPO-
THO3Y.

Knrueswvie cnosa: POEMS — cundpom, npozpeccupyrowas nonuneuponamus, M-npomeun, cenamome2anus, 2un02oHa-
OuU3M, NePEUYHbILL SUNOTMUPEO3.
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POEMS syndrome is a rare multi-system disorder caused by circulating immunoglobulins in the blood due to plasma
cell dyscrasia. POEMS is an acronym that stands for the following symptoms: P —polyneuropathy, O- organomegaly, E
—Endocrinopathy, M- M-protein, S — skin change.

The main clinical feature of this syndrome is a progressive polyneuropathy with predominant motor disturbances. The
disease is potentially fatal, and the quality of the patient's life deteriorates progressive due to neuropathy, massive pe-
ripheral edema, pleural effusion and ascites. Serious complications, such as multiple organ failure, restrictive lung disease
and pulmonary hypertension, lead to an unfavorable prognosis.

Key words: POEMS - syndrome, progressive polyneuropathy, M-protein, hepatomegaly, hypogonadism, primary hy-
pothyroidism.
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“30pasooxpanenue Kvipzvizcmana”
HayYHO-TIPaKTUYIECKUN JKypHaJI

Ob30OPbI U JIEKLIHN

POEMS syndrome penkoe MylnbTHCUCTEMHOE 3a-
GoseBaHNEe, BRI3BAHHOE MUPKYJIAPYIOIMMHI B KPOBH HMMY-
HOIIOOYJIMHAMH BCIICACTBHE IUIA3MOLMTAPHOH JTHCKPA3HH.
POEMS — 310 cobuparenbHast abOpeBHaTypa, Kotopast 00b-
CIIMHSCT CIICYIONINE CHMIITOMBL:

P —polyneuropathy (nonuneitponarus)

O- organomegaly (opranomerasnus)

E —Endocrinopathy (3H10KpHUHOIIATH)

M- M-protein (M-npoTenHemMus)

S — skin change (KOXHbIC U3MEHEHHS)

POEMS cunzapoMm B IuTepaType TaK 5K€ Ha3bIBAIOT
MHO>KECTBEHHO! (OCTEOCKIEPOTHYCCKOIN) MUEIOMOM, CHH-
npom Kpoy-®ykaca, 6onezns Taxarcyku, PEP syndrome
(MIa3MOKJIETOYHASI AUCKPA3HUS, SHIOKPUHOIIATHSL, TOJUHEH-
ponarus) [1,2].

PacripocTpaHeHHOCTh JOCTUTAeT 7 CilydacB Ha
100000 Hacenenus, 3a6oneBaeMocTb - oT 0,5 110 1,9 ciy4aes
Ha 100000 B rof, HO 9T JaHHBIE 110 MHEHUIO OOJIBIIMHCTBA
MCCIIC/IOBATENCH CUNTAIOTCS 3aHMIKCHHBIMHE, YTO CBSI3aHO C
HEJIOYYETOM aTHIIMYHBIX U KIMHHUYCCKH CTEPTHIX CIIyd4acB
[3]. OcHOBHBIMU KIMHUYECKUMH TPU3HAKAMU ITOTO CHH-
JpoMa SIBIISICTCSl MPOTPECCHPYIONIAsl ITOIHMHEHPOIATHS C
npeod J1alaHueM IBUIaTeIbHBIX HapylIeHui. 3aboseBanue
MOTEHIMAIBHO CMEPTENIFHO, M Ka4eCTBO XKU3HH ITAI[ICHTa
YXY/IILIACTCS H3-3a IPOrPECCUPYIOIICH HEBPOIATHH, MACCUB-
HOTO TepU(epHIECKOTO OTEKa, IEBPAIbHOIO BBIIOTA U aC-
ruta. Cephe3Hble OCIOKHCHMS, TAKHE KaK MOJIHOPraHHas
HEJI0CTaTOYHOCTD, PECTPUKTUBHAS OOJIC3HB JIETKUX U JICTOY-
Hasl TUIICPTCH3US, IIPUBOIAT K HCGJ'IB.FOle/IﬂTHOMy IIPOrHo3y
[3].

BriepBbie KIIMHUYECKHE MPOSIBJICHUS OBUTH OIH-
canbl B 1956 rony B Bpucronabsckoii KoponeBckoi 60Jib-
Hure goktopom R.S.Crow Ha mpumepe IBYX OOJNBHBIX C
IJIa3MOLIUTOMOM, Y KOTOPBIX UMENACh TsKelast MOJINHEH-
pomaTHsa B COYETAaHUH C PSIIOM JPYTUX MPU3HAKOB: IHT-
MEHTaIMsI KOKH, CHUMOTOM OeJibIX HOTTe, muMdoaeHo
MaTusi, 3HAYUTEIIPHOC CHUIKEHHME Macchl Tena. B 1974
K.Takatsuki BMecTe ¢ KoiieraMu ONucaiy acCOLHUalnio
MHEJIOMBI C DHJIOKPUHONIATUEH U I'MIIEPIMIMEHTALUEH
KOKHM ¥ TPUILIM K BBIBOJY, YTO MMOJOOHOE COYeTaHUe
MOXeT ObITh HOBBIM cHHJpoMOM [4]. U Toabko B 1980
roJly Ha OCHOBAHUH OIMCAHUN JOCTATOYHOTO KOJIUYECTBa
KIMHUYECKUX CIy4aeB B IPAKTUKE CIICIIUANINCTOB U3 pa3-
HbIX cTpal P.A. Bardwick u coaBt. npe/uioxuim akpoHuM
POEMS 1o nepBbiM OykBaM OCHOBHBIX CHMITOMOB ~ P-
polyneuropathy, O- organomegaly, E —Endocrino pathy,
M- M-protein, S — skin change — nonuneiponarus, opra-
HOMeETaJIus, SHAOKPUHONATHA, M-TIpOTEeNH, KOXKHBIE H3-
MeHeHwus [5].

B ocnose nmatoreneza POEMS-cunapoma nexur
nposndepanysi OJHOTO KJIOHA KIeToK B-muMdonmHoro
psiia, OTBETCTBEHHOTO 33 BHIPAOOTKY MaparpoTeHruHa —
MOHOKJIOHAJILHOTO MIMMYHOIIIOOyiHa (M-nipoTenH) uim
ero (hparMeHToB. B ciencTBIE akTHBAIMK MOHOLIUTAPHO—
MakpodarajabHOW CHCTEMBI TUIIEPIIPOLYKIINS IPOBOCTIA-

JIUTEIBHBIX [IUTOKMHOB 3aIlyCKaeT CUTHAIBHBINA KacKasl,
TIPUBOJISIINH K CTUMYJIALIMH POCTA SHIOTEIHAIBHBIX Kie-
TOK, YTO BBI3BIBACT MX MPONU(EPALINIO 1 BOSHUKHOBEHHIO
MHUKPOAHTHONIATHH, YeM U OOBSICHAETCS CHCTEMHOCTB MO~
pakeHUs U pa3HOOOpasne KIMHUIESCKOW KapTHHEI [7].

Huarnoctmaeckue kpurepuu st POEMS 6pumm
BIIepBEIC TpeiokeHsl B 2003 romy, 3areM ObuTH TIepe-
cMoTpenbl B 2007 rony mocie moATBEPKIAECHUS AUArHO-
ctuaeckoit 3HaunMoctu ypoBHs VEGF (dakrtop pocra
sHIOTENNA cocynoB). [TokazaHo, 4TO ypoBeHb (akTopa
pocTa SHAOTENUS COCYZIOB B CBIBOPOTKE KPOBH ITOBBIIIA-
eTcs, yBeIUUUBas IPOHUIIAEMOCTh COCYANCTON CTEHKH,
paspy1ast 3HAOTEINH METKOKaIMOPEHHBIX Vasa nervorum
1 NPUBOJIUT K MPOHUKHOBEHHIO Yepe3 TeMaTOHEBPAIbHBII
6apbep CBOOOAHBIX paJUKaOB M MaTPUUYHBIX METaJIO-
poTenHas, paszpymatonmx mueinH [8,9]. VEGF Taroke
CTUMYJIUPYET aHTHOTEHE3, BENIeT K (POPMUPOBAHHIO Opra-
HOMETAJINH, OTEYHOTO CHH/IPOMA U TeMaHTHOM KOXH.

Pesynbrarsl psija ucciaeIoBaHUI TOKa3aiH, YTO
yBenunyeHue VEGF B cbIBOpOTKE KPOBH KOPPEIHPYET C
aKTHBHOCTBIO IaTojoruyeckoro npouecca npu POEMS
[10].

[To manHBIM TUTEPATYpPHI, AEOIOT 3a00JIEBAHUS
MIPUXOIUTCS Ha Bo3pacT oT 35 1o 50 JeT, OnuChIBAIOTCS
cIy4au MO3JAHEH AMAarHOCTHKH B Bo3pacte 64 met [11].
UYeTkoro pacmpesiescHns Mo MOJOBBIM MPHU3HAKAM MPH
JTAaHHOM 3200JICBAHUH B JINTEPATYPE HE ONHICHIBACTCS.

Knuangeckue npu3Haky pas/ieneHsl Ha 00s13a-
TEJIbHBIC KPUTEPHH, OOJBIINE U MaJIble, B COOTBETCTBHA
¢ yka3zanusmu International Myeloma Working Group.
Hannane o6onx «00s3aTeIbHBIX KPUTEPUEBY», KAaK MUHH-
MYM OJHOTO OOJBIIOTO KPUTEPHUS U HECKOJIBKUX MaJIbIX
KpPHUTEpUEB, HEOOXOMMO JUISI TIOCTAHOBKHY JTMAarHO3a CHH-
npoma POEMS (Tabnwma 1).

3a cyeT CHCTEMHOT0 MopakeHHs 1e010T 3a00te-
BaHUsI MOXKET OBITh NPEACTABICH Yy Pa3sHBIX OOIBHBIX
CHUMITTOMaMH ITOPa’KEHNUS OJHOW U3 CUCTEM, M MX 4acTOTa
MOXET BapbHUpPOBATh, KaK MPEACTABICHO Ha PHCYHKE .
[12].

Houmueiiponarus

CUMITOMBI MOJIMHEBPONATUHN BKIIOYAIOT CEH-
COpHBIEC HAPYIICHNUS — BBINA/ICHUE YyBCTBUTEILHOCTH 110
THUITY «HOCKOB)» H «IIEPYATOK», & TAK)KE MOTOPOHBIE HAPY-
IIEHUsI, KOTOPBIE CO BPEMEHEM ITPEBAUPYIOT.

[Tpu mporpeccupoBaHUY MOIUHEHPOTIATHH MTPH-
COEAMHSETCS PUTPOMETIANTHUS (XPOHNIECKNI aHTHOTPO-
(hoHEBPO3, MPOSABISIFONINICS TAPOKCH3MaMH JIOKAJIbHOM
Krydel OOJM ¢ OTEKOM M PE3KUM MOKPACHEHHEM KOXH,
KaK TIpaBUjIO, BO3HWKaeT B cromax) [13]. YUepemnsie
HEpPBHI HE BOBJICUEHBI. YacTO MAIMEHTHI HCIIBITHIBAIOT
CHWJIBHYIO €1a00CTh, HECTIOCOOHOCTh TOJXHUMATHCS TI0
JIECTHHIIE, BCTABAaTh CO CTYJIAa I KPEITKO JIEpKaTh YTO-
To B pykax. [lepudepudeckas HEBpOmaThsi BO3HUKACT
BCJIC/ICTBHE SH/IOTEIIHATIBHOTO TTOBPEKACHHS, BHI3BAHHO-
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“Kblp2oi3cmanobli canamammalK cakmoo”
WIMMUAN-TIPAKTUKAJIBIK KYPHAJIBI CO3/1OP JKAHA JJAPCTAP

Tao6ua.1. Kpurepun nuarnoctuku cunapoma POEMS.
Table. 1. POEMS Syndrome Diagnostic Criteria.

bonbive kputepuun Marbie KputTepuu
O0s3aTenbHBIE pHTep Kpurep

KpUTEPUH

IMomuneitponarusa | Ocreockneporudeckre | OpraHoMeranus (CIUICHOMETaH,

MOPaKEHUSA rernaToMerays Wik TuM(aIeHOnaTHs )
MomoxkionansHas | bonesns Kacnmana Orexu (nepupeprieckre OTEKH, aCLHUT,
MIa3MOKIETOYHAs NIEBPATIbHbIH BBIIIOT)
nponudepauus
[ToBbIIeHHBIH DHpokpuHonatus (0one3Hn
CBIBOPOTOYHBII UK HAJIMOYEYHUKOB, IIUTOBHIHOM JKENEe3bl,
IJ1a3MEHHbIN runo¢u3sa, roHajl, OKOJOLMUTOBHAHO
SH/IOTENHABHBII JKeNe3bl, 3a00ICBaHUS TIOKENTYA0OYHOH

(baKTOp pocCTa COCYAOB | JKCJIC3bI, 3a UCKIIIOUCHUCM CaxapHOIro

(VEGF) nuabera U MIoTHPe03a)

H3MeHeHus KOKH (I‘I/IHepHI/H‘MeHTaHI/I}I,
TUNepTpUxo03, rNOMEPYJIOUAHbIC
TEMaHI'MHOMbI, aKPOLMAHO3, T'UNCPEMMUS,

Oertble HOT'TH)

Orek mucka 3PUTCJIBHOIO HEPBa

TpoMOOLUTO3, TOTHIUTEMHST
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Puc. 1. Yacrora xnuuandeckux cumntomoB (%) npu POEMS-cunapome ( 99 manuenrtos, kiuHnka Meiio, 1975-1998 rr)
Fig. 1. Clinical symptom rate (%) in POEMS syndrome (Patient 99, Mayo Clinic, 1975-1998)

Kapxblioo. V31iee 1eMeepuyIyK KOII00CY3 KYPry3yJay.
®uHaHcupoBaHue. VccienoBaHne He HMENIO CIIOHCOPCKON MOIICPKKH.
Financing. The study had no sponsorship.
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“30pasooxpanenue Kvipeoiscmana”
HAy4YHO-IIPaKTUYECKUN KypHaI

Ob30PbI U JIEKIIHN

TO MPSIMO WJIM KOCBEHHO aHOMaIbHOH akTuBareir VEGF.

MoHoOK/I0OHATBHAS MVIA3MOKJIETOYHAS POJIH-
(epanus

VYV Bcex NalUEeHTOB €CTh MOHOKJIOHAJIbHBIM
6enox (M-06e70K), KOTOPBIF MOKHO OOHAPYKUTH B CHIBO-
potke u / wiu B Moue. KoHIIeHTparus 3Toro Oeinka yMme-
penHas (B cpeaaem 1,0 mr / mn).

KocTHble mopaxkenus

OCTEOCKICPOTHYECKUE MMOPAKCHHSI PETUCTPHU-
pyroTCS MPUONMU3UTENBHO Y 95% marnueHToB.
[IpuMepHO y TOJOBHWHBI MAlMEHTOB OOHApPYKHWBACTCS
eIMHIYHOE MOPaKeHUE KOCTEH, B TO BPeMs KaK y OCTalb-
HBIX, TTOPaKEHUSI MHOKECTBCHHBIC. Ta3, TTO3BOHOYHUK,
pebpa 1 mpoKkcuMaTbHAasi KOHEYHOCTB SIBIISTIOTCST Hanbouee
pacrnpocTpaHEHHbIMHU y4acTKaMHu MOPAKEHUN KOCTEH.

BoJue3nb Kaciamana

bonesnr Kacnmana siBisieTcst penkum JumM@o-
nponrdepaTuBHBIM 3a00JICBAHUEM C MHOXECTBOM pa3-
JUYHBIX MPOSABICHAUN, OT 6ECCHMITOMHOTO OJUHOYHOTO
TUM(aTHIECKOTO y371a O MHOT004aroBoro.

OpranomeraJns

Ienaromerainusi, crisieHOMeraus u JTuMdaaeHo-
natus B Havaje cuaapoma POEMS BoisBisroTcst y 50—
78% maiueHToB.

DHIOKPUHONATHSA

OHIOKPUHOTIATHS ABJISIETCA BaXKHOM, HO TIOXO
M3YYeHHOH 0coOeHHOCThIO cuHIpoMa POEMS. V 6omb-
IIMHCTBA MAIIMEHTOB UMEIOTCS MPU3HAKH MHO)KECTBEH-
HBIX 9HJIOKPHHOIATHI CO CTOPOHBI TOHA, IIIUTOBHIHON
JKEJIe3bl, HAJIIOYCIHNKOB (THIIOTHPEO3, THIIEPIPOTIAKTH-
HEMUS, HEJOCTATOYHOCTh HAJIMIOYCUYHHKOB, TMHEKOMa-
CTHSI, DPEKTUIIbHASL TUCHYHKIMS Y MY)KYHH, aMEHOpest Y
YKSHIIMH U TUHonaparupeonnsm). [leppuanas Hagmoded-
HUKOBAasi HEJOCTATOYHOCTh XapaKTEPU3yeTCsl MOBHIIIE-
HueMm ypoBHsi AKTI u cHM>KEHHEM TIIFOKOKOPTHUKOUJIOB,
THUIEPIIUTMEHTAEH KOXH W CIU3UCTBIX 000JI0YeK.
OTHONOTHS YHAOKPHUHOIATHI HEU3BECTHA.

HN3meHeHHns1 KOKH

M3meHeHus KOKH OBUTH OTIHCaHBl y Oosee 4yem
75% mammentoB ¢ POEMS mpu moctaHoBke quarHosa.
OCHOBHBIC H3MEHEHHS 3aKITI0OYAI0OTCS B TUIICPITUTMEHTA-
LIUU U TeMaHTHOMax. J[pyruMu M3MEHEHUSAMHU KOXKH SIB-
JISTIOTCS TUTIEPTPUXO03 (0COOEHHO KOHEUHOCTEH WITH JINIIA,
MIPUCYTCTBYIOUINI B YETBEPTH CIydacB), aKpOIIMAHO3,
OeIbie HOTTH, TUTIEPEMUS KOXKH ¥ 00pa30BaHUe TPEIIHH.
Taxxe OpUTa omHMCcaHa BBICOKAs PACIPOCTPAHEHHOCTH
NprOOpeTeHHOM JmieBoi Jsmmoarpodun. Hawmboiee
SIPKUAM TIPOSIBIICHUEM SIBIISICTCSI CUMIITOM OENbIX HOTTEH,
oncanHblii B 1956 roxy R.S. Crow. CumnTom xapakre-
pH3yeTcs TeM, 94TO Ha (hOHE MOTEMHEHUS KOKU KHCTEH OT-
YEeTJIMBO BHUIHBI OEJIbIe HOTTEBBIC JIOXKA.

I'emaTosiornyeckue u3MeHeHUs

YV manuentoB ¢ POEMS wacto BcTpedaercs
TpombonnTo3 (50%). IlamuentamM ¢ TpOMOOIIMTO30M H

SPUTPOIUTO30M YaCTO CTABUTCS AUATHO3 - XPOHHUECKOE
MHETIONPOTUQEpaTUBHOE 3a00IeBaHIE, TIPEIKJIC YEM pac-
cMarpuBaTh nuaros cuaapoma POEMS.

Hwxe npencraBineH KIMHUYECKUH —cilydail
POEMS-cunanpoma y 6016HOM, HaOII0AaeMOM HAMH B OT-
nenennn Hesposoruu Nel HTI” M3 KP.

ITammenTka H., 1984 roma poxnenus (35 net)
ObLTa HalpaBJIeHA HA TOCTIMTAJIM3AIINIO B OTACIICHNUE HEB-
ponoruu 11.04.2019 ¢ quarnozom «HeBpanbHas aMHOT-
podust Ilapko-Mapuy, BeICTaBICHHBIN B ceHTs0pe 2018
rona.

B anamuese BecHoii 2018 rona manueHTka Bep-
BBIC MTOYYBCTBOBAJIA MBIIICYHYIO YTOMJIIEMOCTh B HOTaX,
KOTOpasi MPOTpeccupoBaja B TEUCHUE MecsIa Jaxe Ipu
HE3HAYUTETHLHON (PU3NIECKON HArpy3Ke, TAaKXKe oTMedasa
OBICTpOE CHIDKCHNUE Beca. JI0JKHOTO BHUMAHHUS 3TUM U3-
MEHEHHSIM He yAeJsia, TaK KaK CBS3bIBajia BO3HUKIIIYIO
c1abOoCTh ¥ TOXyAaHHWE C MOBBINIEHHONW (GU3NYECKON Ha-
Tpy3Koii BO BpeMs pEMOHTa JJ0OMa M MOCJICJOBABIIETO 32
HUM PEJIMTHO3HOTO TOCTa, KOTOPOTO OHA MPHUICPKUBA-
nack. [TanmenTka uepes 4 mecsa oOpaTuaach B 4aCTHYIO
KJIMHUKY TI0 TTOBOY HapacTaromIel c1aboCcTH B HOTax, Ha-
PYIICHHUS YyBCTBUTEIBHOCTH B CTOIIAX, CHIDKCHHS Beca
6onee yeM Ha 10 Kr, ObLT BHICTABIIEH TUATHO3 HEBPAIbHAS
amuorpodus llapko-Mapu. B cooTBeTcTBUM ¢ AMarHo-
30M TONTydaja mpemnaparsl L-kapHuTHHA U ap. 6e3 yiIyd-
IICHUS.

Crycts 9 MecsitieB oT Havyasia 3a00J1eBaHus 00JTb-
Has yKaJoBaJIaCh Ha BEIPAKEHHYTO CIa00CTh B HOTAX HIKE
KOJICHA, B TUCTAIBHBIX OTJIEaX HOT YyBCTBUTEIHHOCTH
ObLTa CHIKEHA IT0 THITY «HOCKOBY», OTMedasia O0JIH B CTO-
ax, KOTOPBIEe YCHUIINBAJIMCH ITPH CTHOAHUH U pa3ruOaHnn
B TOJICHOCTOITHOM CYCTaBe, B PyKaX 4yBCTBUTEIHHOCTH
ObLTa HapyIIeHa M0 THITY «IIePYaToK». B OBICTPYIO yTOM-
JIIEMOCTb, CHIDKEHUE Macchl Tema 6osiee 20 KT, aMeHOPEIO
(6ostee 6 MecsIIEB), THIIEPITUTMEHTAITUIO KOXKH, TIEPUOTH-
YecKui cyOQeOprInTeT, HE3aBUCHUMBIH OT BpPEMEHH
CYTOK.

O6bekTuBHO: OO0IIIEE COCTOSTHUE CPETHEH TSKe-
CTH, acTeHNYHA. [Ipn ocMOTpe KoJKHBIE TOKPOBHI THUIIEP-
MMATMEHTHPOBAHBI, 0COOCHHO B 001aCTH COCKOB M apeod,
BOJIOCHI B OOJIBIIIOM KOJMYECTBE BBIPAKCHBI HA PyKax U
Horax, Bupuiuzanud. [IDKK npaktudecku oTCyTCTBYET.
Koxa cyxast, Typrop curwker. AJl 80/50 MM pr CT.
Hespomnorndeckuii cratyc: Co3HaHHE ICHOE, OPUEHTUPY-
ercst B Mecte u BpemeHu. YMH 6e3 ocoGeHHOCTEH. AK-
THUBHBIC JABIDKCHHS B pyKax B MOJTHOM 00BbEMe. B Horax
00BEM aKTHBHBIX JBWKCHHWH OTpaHHYECH 32 CUET BAJIOTO
mapamnapesa IpEeUMYyIIeCTBEHHO B AMCTATBHBIX OT/ENaX.
KosieHHBIN U axuUUTOB pedIICKChI C ABYX CTOPOH yIHE-
TEHBI, MBIIIIEYHAS CHJIA B IPOKCUMAIIBHBIX OT/eNax 110 3.5
0ayToB, TUCTANBHBIX 10 2 OayoB. [lepenBuraercs npu
MTOMOIIIM XOAYHKOB. UyBCTBHTEIHHOCTh HApyIIeHA II0
TUILY «IEPYATOK» H «IYJIOK», CTOITBI HA OIIYITh XOJIOTHBIC,
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Ha HOTax KOXa cyxast, HaOIIoHaeTcs OTEYHOCTb.

Pesynbrarhl 1a00paTOPHO-UHCTPYMEHTAIBHBIX
HUCCIEIOBAHUN:

OO61uit ananms kposu ot 9.04.2019: Hb 167 r/m,
spuTponutsl 6.32*1012/m, neiixouuts! 8.8*109/1, TpoM-
oouuTel 515,9%109/1

Topmonsr TTI' 6.22 MxME/mm; ®CIT 9.85
MME/mir; TTpomaktus 12.3 mr/mim; Kopruzon 8.81 Mxr/man
(amxwss rpanuma Hopmsl), AKTT (A gpeHOKOPTHKOTpOTI-
HBII TopMOH) 1.9 /M1 DHMI'. BrisiBieHHBIC H3MEHEHUS
1ipu uronsdaTol OMIT CBUIETENBCTBYIOT O TEKYIIEM IIpO-
1iecce, BeposATHEE MEPBUYHO-IEMUSINHU3NPYIOLIETO Xa-
pakrepa.

Junarnos sngokpunosora: IlepBuyuHblil runotu-
peo3 cpennelt TspkecTu. HagmoueuyHnkoBasi Heo0CTaTod-
HOCTb. ['mmoronanusM. Bropuunas amenopes. [edpumur
Macchl Tena 15.7 xr/m2. Kupooii remaros.

B cranmonape Hawgara Tepanus NpeaHN30I0HOM
¢ 1036l 20 MI, C MOCIEAYIOMNM ITOCTEIIEHHBIM CHIKE-
HHUEM 710361 10 10 Mr/cyT, KpoMe Toro, OoIbHas MoTyJalia
JIeYCHUE:

1) a-nmmoeBas kucinota 50 mit B/B karreabHO Nel0

2) Puboxcun 0.2 mo 1 tab 3 pa3a B 1eHb

3) Menpnonunit 10 M Ha 10 M Gu3. pacTBopa B/B Ka-
nenabHo NelO

Ha ¢one npuemMa ropMOHOB Ha MIPOTSKEHNAN 7
MECSIIIEB OBIIO YITyUIICHNE OOIIET0 COCTOSHUS: TPUOABKa
B Bece 7-8 KI, yCTAaHOBJICHNE MEHCTPYaJIBHOTO LIUKIA B
TEUEHHE 5 MECSIEB, YMCHBIICHNE THIIEPIIUTMEHTAINH,
YBEIMUCHHEM MBIIICYHON CHIIBI B JMCTAJBHBIX OTJENax
HIDKHUX KOHEYHOCTEH. JlomonHuTeNnbHO puHrMaa Jy-
TUpOKC 50 MT 15 JIe9eHHs TUIIOTHPEO03a AIUTEIBHO.

OpHako, manueHTka ¢ gexadps 2019t camocros-
TEIBHO YMEHBIIWIA JIO3UPOBKY IPEIHU30J0HA (BO3-
MO>KHO, OTMEHMJIA), BCIIEACTBHE YETO OTMEYAJIOCh YXYIIIIe
HHUE COCTOSTHHS.

[Tpn MOBTOPHOM rOCHUTAIU3ALUK B OTACICHHUC
HEBPOJIOTHH TTAIIEHTKA MOCTYIHIIA B COCTOSHUM 00IIei
acTeHm3aryy, nepunut mMaccsl tena 15,7 xr/m? (40 xr),
CHIDKCHHBIN almeTuT. OMOIMOHAIBHO TofaBineHHas.Ha
HIDKHUX KOHEYHOCTSIX CTHOaTeNIbHas KOHTPAKTypa MaJlb-
LIEB CTOIl, CHMIITOM «CBHCAOIIasi CToma». MplmedHas
CHJIa CHIDKEHA /10 2 0a/uioB B MIPOKCHMAIBHBIX KOHEUHO-
CTsX, B crubaremnsax u pasrudarersix crom 0 6amios. Cy-
XOXKHIIbHBIE PEQIIEKCH OTCYTCTBOBAIHM. UyBCTBUTEIH
HOCTb HapylIeHa MO MOJMHEBPUTHIECKOMY THITY — «IIep-
YaTKN», KHOCKM», OTMEYAI0Ch, OTEYHOCTh CTOII, pe3Kast
0ONIE3HEHHOCTh NPU MIPUKOCHOBEHNH. JOTTOTHNTEILHON
CHUMIITOMAaTHKON SIBWJINCH aTpO(GUH MEXKOCTHBIX MBIIII]
KHCTEHi, TeHOpa ¥ THIIOTeHOpa ¢ (hopMupoBaHHeM «00e3b-
stHbeH KnucTh». I10sSBUIIOCH OBOJIOCEHUE B BHJE ITYIIKO-
BOTO pOCTa BOJIOC HA MOUYKax yIIeH, HOCOTYOHOTO Tpey
TOJIbHUKAa W TpyOoe JUIMHHOE OBOJOCEHHE Ha Iievax,
MIPEAIUIeYbsX, Oeapax, KoJIeHsIX. AMEHOpes: B TeueHHe 2

MECSIIIEB.

[Tpn MOBTOPHBIX aHATM3aX TOPMOHOB IIUTOBH/I-
HOMH KeJIe3bl, HAAMOYETHUKOB TTOKa3aTely npexHue, Y3U:
muddys3Hoe yBesmueHne NMTOBUAHON xene3bl. [lo pe-
3y/bTaTaM TPEX TeMOCTa3HuorpaMM TEHICHINS K TPOMOO-
uuTo3y: 555x109/m, 622 x109/1, 679 x109/11, TpOMOOKPHT
0.618%.

[MTanmenTtke 6bUT BO30OOHOBIICH KypC TOPMOHOTE-
panmmu Menponom 16 Mr/cyT., TOTOTHUTENBHO HH(DY-
3HMOHHO NOJyyajia o-JTUIOoeBYyto kucioty, Menpaonuid. K
KOHITy CTaI[MIOHApHOTO JICYCHHUsS B TeueHue 19 nHel or-
MeYallich yITydIlIeHNs B BUIE perpecca oTeka CToll, Cy0b-
eKTHBHO MAIMEHTKA OTMEYaja MOsBICHNE CHIIBI B HOTAX,
YIIy4qIIeHHE TOXOIKH.

boua BeIMucana noj AMHAMHUYECKOe Haluoze-
HUE ¢ KIuHU4eckuM nuartozom: POEMS cunapowm, no-
JUHEHPONAaTHs C BSJIBIM TETPANape3oM, MPOrpeccupyro
1iee TeueHue. [ umoruia3us MuUTOBUIHOM *Kene3bl. MaHu-
¢ectublii runoTrpros. ' nnoranaanim. HagmoueunukoBast
HEJI0CTAaTOYHOCTh. Bropnunas amenopes. [eduiur mac
chl 15,7 Kr/m2.

Oo6cy:xxknenust

POEMS-cuanpom (P —polyneuropathy, O-
organomegaly, E — endocrinopathy, M- M-protein, S —
skin change) oTHOCHTCS K YHCITy peIKo TUATHOCTHpYe-
MBIX OosiesHeil. B 3apyOexHol 1 poccuiickol TuTepaType
onmcanbl equHUYHbIC caydan POEMS-curnpoma, 9to
CBSI3aHO CO CIOKHOCTSIMU B IMATHOCTHKE, ITOCKOJIBKY 3a-
OoneBaHUE TPECTABISIET COOOH MYJIBTHCHCTEMHYIO Ta-
TOJIOTHIO, BBI3BAaHHYIO HAJMYHEM LUPKYIHPYIOLIETO B
KpoBU M-TipoTenHa 1 pakTopa pocTa SHIOTEIHS COCYI0B
VEGF, koTopsie NpUBOIAT K aHTHOIATHAM U HApYIICHHUIO
nepudepudeckoro KpoBocHabxkeHus . OObEKTUBHBIM TT0-
KazaTesieM SIBJISETCS BhIABICHHE M-NIpOTeHHA B CHIBO-
pPOTKE KPOBH M €ro accouuanus C COBOKYITHOCTBIO
KIMHUYECKUX KPUTEPHEB: 0053aTENbHBIX, OONBIINX U
Maibeix. B 100% cimygaes POEMS-cunapoma Bexymnm
KIIMHAYECKUM TIPU3HAKOM SIBIISIETCS] OBICTPOIIPOTPECCH-
pyomiass MOTOpHAs MOJUHEHponaTusl. YMEpEHHbIE HKC-
TPAHEBPOJOTHUYECKHE TPOSBICHHUS CHHAPOMA TaKne Kak
MIPOTPECCHUPYIOIIEE CHIDKCHUE MAacChl Tella, THIePITUT-
MEHTAaLWsL, THPCYTHU3M, HapyIICHHUE OBAPHAIbHO-MEHCTPY-
aJIBHOTO NMKJIA, OpraHOMeTranus, TPOMOOIIUTO3 YacTo HE
MIPUBIIEKAIOT JIOJDKHOTO BHUMAHUS, W aKIIEHT B JHArHO-
CTHKE CTaBUTCS HAa TPyObIe CEHCO-MOTOPHBIC HAPYIICHHS.

B mpezncraBieHHOM KIMHHYECKOM HAOIIOICHUH
M3HAYaIbHO AMATHOCTHKA IOIIIA TI0 JIOKHOMY Halpasiie
HUIO, TIOCKOJIbKY BEyIICH kKano00i MmanneHTKH Obuia
c1a00CTh B HOTAX, HAPYUICHUE XOAbOBI, HEBPOJIOTHUE-
CKMH cTaryc OBUI MpEACTaBJICH IMOJINHEBPUTHUCCKUM
THIIOM PACCTPONCTBA TyBCTBUTEIBHOCTH, BSUIBIM IIAPE30M
B IMCTAJIBHBIX OT/IENIaX HIKHUX KOHEYHOCTEH, U 3aKIII0ue
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Ob30PbI 1 JIEKIJUN

Hue uronsaatoit DHMI' cBHIETETHCTBOBAIO O TEKYIIEM
MpoIecce MePBUIHO-IEMUECITHHI3UPYIONIETO XapaKTepa.
Brutn BCKITIOYeHBI TIPUYUHBI BTOPUYHBIX TOTHHEHpOTa-
TUH (TOKCHYeckue, Mmetabonndeckue). Clemayromeit mpu-
YHHOW HETPaBIIIbHON ITOCTaHOBKH THATHO 33, BO3MOJKHO,
SIBIJIOCH aMOyJIaTopHOE HAaONIOACHNE, B YCIOBHUAX KOTO-
pOTo He BCEeraa BO3MOXKHO MPaBWIBHO OLIEHUTH CHUTYya-
nuio. B cBOrO odepenp, ¢ y4eTOM BO3pacTa MalueHTKU
(34roma), aT0 1aI0 OCHOBAHUE TyMaTh O HACJe ICTBEHHOI
MaTOJIOTUU HeBpanbHOU amuoTpodun [llapko-Mapu. B
xone nuddepeHnanbHO-THarH0CTUYECKOr0 TI0 UCKa B
YCIIOBHSIX CTAIlOHapa ObUTO 00paIieHo BHUMaHHE Ha CO-
Ty TCTBYIOIIYIO HE HEBPOJIOTHIECKYIO CHMITTOMATHKY, YTO
MTOJTOJIKHYJIO Ha TIPOBEICHIE TIIATEIEHON Tab0opaTopHO-
WHCTPYMEHTAIFHOTO HCCICAOBAHMS YHIOK PUHHOM, KPO-
BETBOPHOI, OIOPHO-ABUraTeIbHON cucTeM. JlnarnocTuka
B JIaHHOM CiTy4ae ObIIa OCIIO)KHEHA MMEIOILEHCS AUCCO-
UAIel IPKUX KIMHIYECKHUX MPOSBICHUH U IMOKa3are-
et maboparopHbIX uccaenoBannii. Co CTOPOHBI ITUTOBUT
HOW JKeJTe3bI UMEJICh CYOKITIMHNIECKIE CUMIITOMBI THITO-
Trpeo3a. bonpHas xanob He MPeNbABIIA JIa, TPHA 3TOM OT-
Me4aluch H3MeHeHUst ypoBHs ropmoHoB TTI 10.1
MxME/mi. Tpuitogruponuns o6 60.4 vr/m1. CBOOOHBIH
tupokcuH 0.777 HT/mn, aHTHTENa K THPEOTIEPOKCHIA3E
<10.0 ME/mi. CITo)XKHOCTH TaKKe MMEJIHCh MTPH JHarHO-
CTHKE HAJIIOYEYHHKOBOU HEJOCTATOYHOCTH, MOCKOIBKY
KITMHAYECKH 00pamano Ha ce0s BHIMaHHE THITEPITUTMEH-
TaIs, ACTEHUYECKOE TETIOCIMKEHUE C Ae(DUITITOM MacChI
TeJa, BUPHIN3AINS U PEe3YIIbTaThl aHAIN3a KPOBHU Ha KOP-
TH30J1, TPOBOMIMEIC HEOTHOKPATHO, TIOKA3aTEIH KOTOPBIX
OBUTH Ha HIKHEH TPaHUIle HOPMBL. JTO HE AaBAJIO OTHO-
3HAYHOTO OTBETA, M TOIBKO IMOKA3ATEIH CBOOOTHOTO KOP-
TH30J1a, KOTOPbIe OBUIH CHIDKEHBI B 3 pa3a MO3BOIMIIH
00BEKTHBHO YTBEP)KIATh O HAJTHMYWU HAIIIOYCYHUKOBON
HenocratouHocTH. [lokazarens Huskoro ypoHst AKTI
JlaBaJl JMCCOLMALIMIO C KIMHUYECKUMU CUM IITOMaMHU, Xa-
pakTepHBIMH U1 AAHNCOHOBOU Oome3Hu. M3mMeHeHus B
niepudepIaecKoi KpoBH OBLIO MPEICTABICHO YMEPEHHBIM
SPUTPOIHUTO30M, TPOMOOIIUTO30M. YUU THIBas YaCTOTY
0CTEOCKIIEPOTUYECKUX U3MEHEHUH, pu nomomu MPT

OblIa NCKJIIOUEHA IaHHAS TTaTOJIOTHS.

TopMoHabHas Tepanus y JaHHOH OOIBHOM MO-
JICPKUBAIOLIMMHI JI03aMHU Ja€T MOJOKUTEIBHYIO THHA-
MHUKY, yJTydIlasi KIIMHIYEeCKHE TTOKa3aTeH.

3akiaroueHune

OnucanHbpld KIMHHYeCKHHA ciydaii POEMS-
CHHZpOMA IoKa3aresieH. Y O0IbHOM nMernach nosiHas Kap-
THHA 3a00JIeBaHNSI HA MOMEHT OOpaIIeH!sI K HEBPOJIOTY,
OJTHAKO, ATO HE MOBJIHSJIO HAa CBOEBPEMEHHYIO ITPABUIIb-
HYI0O JAWAarHOCTHKY. MMenoch HECKOIBKO KpUTEPHEB
POEMS-cunnpoma, 9To IpecTaBIsIIo MOIHYO KapTHHY
Oone3nu. JlaHHbIi (akT MO3BOJISET C/IENATh BBIBOABIL:

- HEOIHO3HAYHbIE 3a00JIeBaHUs, ITOJOOHBIE
POEMS-cunapomy, TpeOyIOT MYyITBTHIACIUILTHHAPHOTO
MIOIX0/1a, YMEHNE COTOCTABIATh KIMHUYECKHE JaHHBIC
CHCTEMHBIX TIOPKEHUH C JTaO0paTOPHO-UHCTPYMEHTAIb-
HBIMH [IOKA3aTeIIsIMH;

- paHHSS IMArHOCTHKA 3a00JIEBAaHUS 1aeT BO3-
MOXHOCTh CBOEBPEMEHHO HauaTh IaTOI€HETHYECKOE
JIeYCHHUE, B JAHHOM ClTydae TOPMOHAMH, yJIydIllas HEBPO-
JIOTHYECKYI0 KapTHHY, M, HOpPMaJM3ys TOPMOHAJIbHBINA
(OH; KOHTPOIMPOBATH PEOIOTUIECKHE CBOICTBA KPOBH
Ha3HAYE€HHEM COOTBETCTBYIOIINX IIPENapaToB, KaK METO.
MPOPUIAKTHKH TPOMOO30B;

- TIpH OTCYTCTBHUH BO3MOXHOCTH IPOBEICHUS
nMMyHO(puKcanun M-riporenHa (KOTOpbIi TPOBOIUTCS B
KPYIHBIX JMarHOCTHYECKUX LIEHTPAX) MOXKHO ONUPATHCS
Ha COBOKYIHOCTbH OOIICHPUHSTHIX KIMHUYECKUX KpHUTe-
pueB: o0s13aTeNbHbIE, OOJIBIINE 1 MaJIbIE, A TAKOKE HA JIPY-
rue Oosee JOCTYIHBIE METO/IBI JTaO0PATOPHO-NHCTPYMEH
TaJlb HBIX HCCIIEIOBAHUM.

JKazyyuyaap ap kaHaal KbI3BIKYBLIBIKTAPABIH YbIP KOK-
TYIYH KapbIslIaiiT.

ABTOPBI 3asIBJISIIOT 00 OTCYTCTBUU KOH(JIMKTOB HHTEPECOB.
The authors declare no conflicts of interest.
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