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PE3IOME

POEMS-crHOpoM — peakoe CUCTEMHOE 3abosieBaHne, KOTOPOe NPOSIBASETCS CNeayoLL MM OCHOBHbBIMU CUMITOMaMWM:
NoNMHeNponaTng, oOpraHoMerannsg, SHOOKPUHONAaTUS, NapanpPOTEVHEMNS, KOXHbIE N3MEHeHNA. [TpeacTaBneH KnHM-
deckuin cnydan POEMS-cuHapoma y nauperTa 42 net. [duarHos BepudnumpoBaH Nocne NosiBrieHns 1 HapacTaHus
SKCTPaHEBPaSIbHbIX CUMMTOMOB, TaKMX Kak BbIPaXXEHHbIE OTEKM, AbIxaTenbHasd HEAOCTATOYHOCTb, SHAOKPUHONATASA,
renatocnneHomeranvs, numdoageHonatna. o pesynsrtatam AONONHUTENBHOMO UCCNenoBaHWs BbidBNeHa Xapak-
TepHas Ans aToro 3adboneBaHns napanpoTenHemns. MpoBeaéH Kypc crneumduyeckon Tepanumn B reMaTonorM4eckom
OTOENEHUN, OTMEYEH MONOXUTENBHBIN SPMEKT. B CBA3M C MYNBTUCUCTEMHBIM MOPaXKEHNEM OPraHOB BO3SMOXXHO
Hann4ne pasHoobpa3HbIX AebTOoB 3aboneBaHsl, YTO 3aTPYAHSAET NPaBUbHYHO AMArHOCTUKY U HagHa4YeHne cooT-
BETCTBYIOLLIEN Tepanumu.

Knrodessie cnoBa: POEMS-cuHApom, napanpoTenHemus, oamMHesponaTs, opraHoMeraiis

Ans untnpoBaHua: boikos tO.H., BeHpep T.B., Bacunbes KO.H., BoxHa A.C., LLiInpokosa A.B., Bacunbkosa C.B.,
MepwuHoBa H.W. KnuHuyeckoe HabntogeHne POEMS-cuHgpoma: TpyaHOCTU ONarHOCTUKN 1 NeYeHnst. bavikasibCKui
meauumHekuii xypHas. 2022; 1(1): 57-63. doi: 10.57256/2949-0715-2022-1-1-57-63
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ABSTRACT

POEMS syndrome is a rare systemic disease that manifests with the following main symptoms: polyneuropathy,
organomegaly, endocrinopathy, paraproteinemia, skin changes. A clinical case of POEMS syndrome in a 42-year-old
patient is presented. The diagnosis was verified after the appearance and increase of extraneural symptoms, such
as severe edema, respiratory failure, endocrinopathy, hepatosplenomegaly, lymphadenopathy. Additional examinations
of the patient revealed paraproteinemia which is typical for this disease. The patient had a course of specific therapy
in the hematology department that caused a positive effect. Due to multisystem organ damage, there may be a variety
of onsets of the disease, which makes correct diagnosis and prescription of appropriate therapy difficult.
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BBEJEHWUE

Tepmun «POEMS-cuHapom» ObL1 NpenyioXeH
P.A. Bardwick u coaBt. B 1980 r. u npeacTaBisieT co-
Ooii abOpeBHaTypy, 00Opa3oBaHHYIO U3 IEPBbIX OYKB
AHTJIMIACKMX Ha3BaHUI HauboJiee YaCcThIX CUMIITOMOB
3abosieBaHus: Polyneuropathy — moamHeliponatus,
Organomegaly — opranomeranusi, Endocrinopathy —
sHIOKpuHoImaTtus, M protein — M-rpagueHT 1 Skin
changes — koxHbIe u3MeHeHus [1]. OpHako B cokpa-
IIEHUH He TIOIYYMJIM OTPaKEHUs MHOTHE ApYyrue, He-
penKo BCTpevalolnecsl, BaXKHbIe TTPU3HAKU 3TOM IMa-
Toslorud. HecMoTpsl Ha 3TW OrpaHUYeHUs], TaHHBIA
TEPMUH TMPAKTUYECKH BBITECHUJ Oojiee paHHUE Ha-
3BaHus 3a0osneBaHus (cuHgpoMm Crow — Fukase, 60-
ne3Hb Takatsuki).

Ewé B 1956 r. R.S. Crow omnucain aByx 0GOJIbHBIX
C TUIa3MOLIMTOMOM, Y KOTOPBIX UMeNIach TSKENast Mo-
JIMHEHPOTIATUS B COUETAHUY C PSIIOM IPYTUX TIPU3HA-
KOB, BKJIIOUAIOIIUX JUMDaIeHONaTHIO, TUTMEHTALIUIO
KOXH, CUMIITOM O€JIbIX HOTTe, 3HAYNTEIbHOE CHIXKE-
HHE MaccChl Tejia. BeISIBIeHHbIE CUMITTOMBI OBLIN pac-
LIEHEHBI aBTOPOM KaK TapaHeoIIaCTUYeCKHe TTPOsIB-
JIEHMsI, CBSI3aHHbIE C IIa3MOLUTOMOM [2].

B 1974 r. K. Takatsuki 1 coaBT. onucanud acco-
LMALI0 MUEJIOMBI ¢ SHIOKPUHOIIATUEH, TUIIePIIUT-
MeHTalueil Koxu. OHM BIEpBbIE 3asBWJINA, YTO TO-
JIOOHOE COYETAaHUE MOXKET ObITb HOBBIM CUHAPOMOM,
U B CBSI3U C YaCTHIM BBISIBJICHWEM JAHHOTO CHUMIITO-
MOKOMIIJIEKCA Y JKUTEeJIel SMOHCKUX OCTPOBOB TIpe-
JIOXKWJIM Ha3BaHUE — SITTOHCKAasl CUCTeMHasl 0OJIe3Hb.
OpHako mo pesyjibTraTaM 0oJjiee MO3MHUX MCCIeI0-
BaHWIi, YacTOTa BCTPEUaeMOCTH JAHHOTO CHUHIpOMa
B JIPYTrMX 3THUYECKHUX TpyIMIlax okKasajach COIOCTa-
BUMOI C €r0 paclIpOCTPaHEHHOCTBIO Y SIOHLEB [3].

IMatorenes u satuosnoruss POEMS-cunapoma majo
n3ydyeHbl. [1o TaHHBIM psiTa aBTOPOB, B OCHOBE IaTO-
reHe3a JIEKUT [IUTOKMHOBAs peakiys. Y MalueHTOB
¢ POEMS-cuHAPOMOM OTMEUEHO 3HAaUYMMOE IOBbIIIIE-
Hue uHtepiaelikuHa (IL) 1, pakTopa HeKpo3a omyxo-
i o (TNF-a, tumor necrosis factor o), u IL-6, sH10-
TeauanbHoro ¢axkropa pocra cocynon (VEGF, vascular
endothelial growth factor) [4]. M30biTok VEGF cTu-
MYJIUPYeT BBICOKYIO MPOIMdepaTuBHYIO0 aKTUBHOCTD
9HJOTEIMOLMTOB, PHAOTENNO03, Ha (DOHE KOTOPOrO
BO3MOXHO pa3BUTHE MUKPOTPOMOO30B, UTO TIPUBO-
JIAT K CUCTEMHOCTH TIPOSIBJIEHUI 3a00eBaHus [5, 6].
Bricokast mponudeparnBHasg akTMBHOCTH [L-6 crio-
COOCTBYET pa3BUTUIO TPOMOOLIMTO3a, OCTEOCKIIEPO-
32, U3MEHEHUI B JUM@aTUISCKUX y3JaX, YBEIUIe-
HUIO MPOAYKIINK aIpeHOKOPTUKOTPOITHOTO TOPMOHA
(AKTT), yTo MOXET NPUBECTU K TUIIEPIIMIMEHTALIUN
[6]. B xauecTBe BEpOATHOM MPUYMHBI 3aITyCKa LIUTO-
KMHOBOM peakIIMy pacCMaTpHUBaIOT BUPYC reprieca ye-
JoBeka 8-ro tuma [5, 6].

Cpennuii Bo3pact aediorta POEMS-cunapoma —
40—60 ner [6], TeyeHnEe MemJIEHHOE, HO HEYKJIOHHO
nporpeccupyioiiee. Kak mpaBuio, omHUM U3 Tep-
BBIX KJIMHUYECKUX TPOSBICHUIN 3a00JieBaHUS SIBJIS-
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eTcs JUCTajlbHAs MOJIMHENpoIaTust ¢ npeobyiajaHu-
€M MOTOPHBIX HapylIE€HU B HMXXHUX KOHEUHOCTSIX,
MPUBOJSAIIAS K PA3BUTUIO BSUIBIX TUCTAJIbHbBIX IMape-
30B, CHDKEHUIO IBUTATEIbHOM aKTUBHOCTU MallMEHTAa,
BILIOTD 10 ITOJIHOM 00e3aBuKeHHOCTH [7]. [TalueHThl
4acTo MPEeIbBSIOT KajJ00bl HAa TTapecTe3Uuu, OHEME-
HUE B CTOIAX, KOTOPbIE 10 Mepe pa3BUTUS 3a00seBa-
HUS TIPOTPECCUPYIOT U CTAHOBSITCS BbIPAa>K€HHBIMU.

MoHoK/IOHa/IbHAas IIJIa3MOKJIETOYHasT IpoJude-
paluysg — BTOPOM IO 4acTOTE IOCJIE MOJUHEeHpona-
tuun (95—100 %) cumnToM 3abojeBanus. Ho ¢ yuérom
HaJM4usl OTpuLaTebHOro M-rpagueHTa y OOJIbIIMH-
crBa nauueHToB ¢ POEMS-cunapomom [8] (BBUILY
KpaliHe HU3KOr0 YPOBHS MOHOKJIOHAJbHOM ramMmMarna-
TUU MPU BTOU MATOJOTMN) PEKOMEHI0BAHO MPOBE/E-
Hue 00Jiee YYBCTBUTEJIBHOIO IMArHOCTUUYECKOTO Me-
Toma (aaexkTpodopesa OEJIKOB IUIa3Mbl C MMMYHO-
dukcaumei).

OpraHoMmerajivusi BCTpEYaeTcs y MOJOBUHbI Maly-
€HTOB M yYallle BCEro IpejacTaBieHa rernaTociieHO-
Merajuein 1 aumdaneHonatuei (Jaile reHepaan3o-
BaHHOI) [9].

K niposiBieHUsIM 9HAOKPUHOMATUN OTHOCST 9peK-
TWIbHYIO JTUCHYHKIIMIO Y MYy>KUUH, HAPYLIEHUE MEH-
CTPYaJIbHOTO LIMKJIA Y XEHIIWH, TMHEKOMACTUIO, TH-
MOTUPEO3, HANMOYEUHUKOBYIO HEIOCTATOYHOCTh, TM-
neprapatupeos [10].

B mnosioBuHE ciiydyaeB BCTPEUAIOTCS KOXHbIE U3-
MEHEHHUS B BUNIE TUTIEPITUTMEHTALIMM NaIbLEB, CKIIe-
pOTUUYECKUX U3BMEHEHMIA, aKpOLIMaHO3a, aHTMOMAaTO-
3a koxu [11].

M3 10noJHUTENbHBIX CUMIITOMOB CJIEJyeT OTMe-
TUTh OTEKM (IepudeprudecKre OTeKd KOHEUHOCTEN,
aclUMT, TUAPOTOpPAKC, TUAPOIEepUKapd), oyaru Je-
CTPYKIIMU B KOCTHOM TKaHU (OCTEOCKJIEPOTUUECKUE
U3MEHEHMsI), TPOMOOLIMTO3, OYyaru ITHEBMOCKJIEPO-
3a, HEBBIPAXXEHHYIO MPOTEMHYPUIO, MUKpOreMarty-
pUIO, TMXOPAAKy HESICHOTO IreHe3a, IoTepio Beca [12].

Huarnoctuueckue kpurepun POEMS-cunapoma
MOoJpa3nesisiioT Ha OoJibline (MoIMHeponaTs, MOHO-
KJIOHAJIbHAs TUIa3MOKJIETOUHAs Mposurdepalius, cKiie-
poTUYecKMe U3MeHeHusI KocTeil, mosbiieHue VEGF)
U Majible (OpraHoMerajiusi, yBeJIMUeHUE BHECOCYIW-
CTOro 00bEMA XUAKOCTHU, SHIOKPUHOIIATUM, KOXKHbIE
U3MEHEHUS, OTEK JMCKa 3PUTEIbHOTO HEPBA, TPOM-
O0o1uTo3). JluarHo3s sIBJIsETCS H1OCTOBEPHBIM IIpU Ha-
JIMYUM HE MeHee TPEX OOJIbIIUX KpUTepueB (IIpuyeM
MOJIMHENWPOTIaTUS U MOHOKJIOHaJIbHAsl TMIa3MOKJIe-
TOUYHas Tpojudepanusl SIBISIOTCS 00s3aTeIbHBIMU )
U ogHoro majoro [13].
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Csl K HEBPOJIOTY TI0 MECTY KUTEeIbCTBA. PekoMeHm0-
BaHO TPOBeICHNE MAarHUTHO-PE30HAHCHOM TOMOTpa-
¢un (MPT) mossiCHUYHOTO-KPECTLOBOIO OTIea I10-
3BOHOYHUKA. BbIsiBIeH ocTeockiepos rmo3ponka LIII.
Jleuunics ¢ amarHo3oM AOPCOIaThs MOSCHUYHOTO OT-
JleJia TO3BOHOYHMKA 0e3 cyllecTBeHHOro 3¢ dexra.
C ampens 2016 r. oTMeyas MOCTENEHHO Hapac-
TaOIIyI0 CJIab0OCTh B HOTrax, M3MEHMWJIAch TOXOIKa,
B Mae 2016 I. BOBHUKJIM OTEKU HIKHUX KOHEYHOCTEI.
IIpoxoaun BcecTopoHHee oOciemoBaHue B Pecry-
OsMKaHcKoW KiauHudeckoin 6onabHule uM. H.A. Ce-
maiko B . YiaaH-Ya3. C utong 2016 r. 1o 1aHHBIM
yJIbTpa3ByKoBoro uccienoBanus (Y3M) omnpeneisii-
cs1 HEeOOJIBbIIOK BHIIOT B IIepUKape B JIEBOM ILJIEB-
panbHOIT monocTu. Torma xe (pUKCUPOBAIUCH OTEKU
Ha HOrax, TOBBIIIEHUE ITOKa3aTess pPeBMaTOMIHOTO
¢akropa (P®D), a Takke MenuMacTUHAJIbHAsSI, TOIMbI-
levyHasl auMmdaneHonaTus, o4arobble 0Opa30BaHUSI
TeJ MO3BOHKOB TPYIHOIO OTHejNa, OYaroBbie 0Opa-
30BaHUSI CpedHEl JOJM IIPaBOro JIErKoro (a1umdgoy-
3€JI, O4aroBblii MHEBMOCKJIEpO3) 1o JaHHbIM MPT.
B oOuieM aHanuse KpoBu (pUIYypUpPOBaa TPOMOOLIM-
103 500—650 x 10°/1. B aBrycre 2016 r. y nmauueHra
pa3BWJICSA OCTPBI KOPOHAPHBIA CUHIAPOM; IO JaH-
HBIM KOpoHaporpaguu omnpeaeaeéH CTeHO3 Oruodaro-
weit aprepun 10 70 %, MpOBENEHO CTEHTHUPOBAHUE.
B oxts16pe 2016 1. peBMaTOJIOrOM IO MECTY XUTEJb-
CTBa BBICTABJIEH MUArHO3: CUCTEMHAs CKIEPOACPMHUsI,
cungpoMm lllerpena. ITpokoncynprupoBan B ®I'bHY
HUUP um. B.A. Haconosoit B oktsiope 2016 r. Uc-
CJIENOBAJIMCH Crel(UIeCKre MapKephl CKIepoaep-
muu: autu-scl-70, antu-Ilerpom A, ALILIII (anTuTe-
JIa K IMKJIMIECKOMY LUTPYJLTMHCOAEpKAIIEeMY eI T -
ny), P®, antn-Ro/SS-A. [1oaydyeHbI oTpuLiaTeIbHbIC
pe3ynbTaThl, PEBMATOJOTUYECKUI TUarHO3 ObLT CHSAT.
B sauBape 2017 r. BnepBbie 0OpaTujcs B HEBPO-
Jorudeckoe oraeneHne KimHUK ®IrbOY BO UTMY
MunszapaBa Poccun c kajodamu Ha cl1abOCThb, OHE-
MeHUe, MOKaJIbIBAaHWE B HOTaX, IPEUMYIIECTBEHHO
B IVCTAJIbHBIX OTAEIaX, OTEKM HUKHUX KOHEUHOCTEH
IO CEpEeNMHEBI TOJIeHEeH, U3MEHEHNEe TTOXOIKH, OOIIIYIO
cliabocTth. bonbHOII 00cienoBaH: BBISIBJIEH TPOMOO-
uuTo3 554—636 x 10°/11, nosbiuenne C-peakTUBHOTO
oenka (CPB) mo 45,7 Mr/n, moBbllieHUE TI00YIUHOB
anbda-1, anpda-2, raMmMa-rI00yJIMHOB; IO JAaHHBIM
anekTpoHelipomuorpacdun (DHMI') BbIsIBJIEHBI IpU-
3HAKU IeMHUETMHU3NUPYIOIIETO MOPaXXeH!sI MOTOPHBIX
U CEHCOPHBIX BOJIOKOH HEPBOB HUXKHUX KOHEUHOCTEA.
BricTaBieH mmarHo3: XpoHMYecKas BOCIAIUTEIbHas
JMeMUEIMHU3MPYIOIIas OJMHEeponaTys, epudepu-
YEeCKMI KBaIpumape3, JEerko BbIPAXXEHHBIA B pyKax,
BBIpaXKEHHBIN B AUCTAIbHBIX OTAenax Hor. [IpoBene-
HO JieueHue: MeTnpeaHu30j0H 1000 Mr BHyTpUBEH-
HO (B/B) KaneJbHO N2 5, UMMYHOTJI00Y/IMH YeJloBeYe-
ckuit 400 mr/xr 25000 mr B/B KarenbHO Ne 5. OTMmeue-
Ha MOJIOXKUTENIbHAS TMHAMUKA: OTEKM YMEHBILWINCD,
HECKOJIbKO YJIyUIlIMJIach XOAb0a, TPU BBIITUCKE PEKO-
MEHIOBaH MpPUEM TabJEeTUPOBAHHOIO IIPEeIHU30JI0HA

B no3¢ 60 Mr/cyT. B TeueHue 1,5 Mec. ¢ mocTeneHHon
OTMEHOM Moj HabJoIeHeM Bpadya MOJUKIUHUKMU.

B utone 2017 r. mauueHT IMOBTOPHO IMOCTYIIAeT
B HeBpoJIoTM4eckoe otaeiacHue KimHuk ®I'bOY BO
NUI'MY MunsznpaBa Poccuu ¢ yxynmenueM. 2Kajo-
Obl: Hapocia ¢JIaboCcTh B HOrax, CTaJl XOAUTh C OIIO-
POl Ha TPOCTb, NUCTAJbHBIE OTAEJbl HOT MOXYAEJIHU,
BO300OHOBWJIMCh OTE€KM [0 CEPEAMHBI TOJEHU, CTal
MNepUOANYECKU IMadaTh IIPU XOAb0OEe 3a CUET IMape30B
HOT, MOSIBUWIUCH MOTJIMBOCTb CTOII, JIaJlOHEH, o01as
¢J1aboCThb, MOKa/IbIBaHUE, OHEMeHUE B KUCTIX. I1o pe-
3yJibTaTaM MPOBEAEHHOTO 00CAE0BAHUS BbISIBJICHBI:
TpoMGoLUTO3 695 x 10°/1, GenoK B OOLIEM aHAJIM-
3e Mmouu 0,02 r/n. ITo nanaeiM SHMI ot 13.07.2017
OOHapyKeHbl IpU3HAKU I'PyOOro AeMUEIUMHU3UPY-
IOLIET0 MOPaXXEHUSI MOTOPHBIX M CEHCOPHBIX BOJIO-
KOH HEpBOB HMXHMX KOHeyHocTel. [IpoBeaeHo Jie-
yeHue: MeTwinpennusojoH 1000 mr B/B KamenbHO
Ne 5. Ha ¢doHe neyeHusT oTMevaaach IMOJOXUTEIb-
Has JMHaMuKa B BUJI€ YMEHBIIEHUSI OTEKOB U YJIyu-
LIEHUS XOObOBbI.

B centsa6pe 2017 r. ocMOTpeH reMaTojiorom
B I. YinaH-Ya3. BoicTaBieH auarHo3: XpOHUYECKOE
muenonpoiaudepaTuBHoe 3abdoeBaHue? TpoMOo1IM-
temusi? Hocutenb nonumopgui3mMa reHOB B IeTepo-
surotHoii ¢popme (ITGA2), 110 reMO3UTOTHOMY TUITY
All. PekoMeHI0BaH MPpUEM alleTUJICAIUIIAIOBOMI KUC-
J0oTHl U Kjonugorpess. B okrsaope 2017 r. mo mecty
XKUTEJILCTBA 00JIbHOMY IIPOBeIeHA TPENaHOOUOIICHSI:
BBISIBJIEHBI IPU3HAKU, XapaKTePHBIE [IJ1s1 9CCEHIIM A b-
HOI TPOMOOLIMTEMUM.

B nexabpe 2017 r. OonbHOII B TpeTuii pa3 IIO-
CTYNIUJ B HEBpOJIOTMYECKOE OTAeseHue KianmHuk
®I'bOY BO UTMY Munsapasa Poccuu ¢ xanobamu
Ha yXyJllIeHUE COCTOSIHUS: Hapocia c/laboCTb B HUX-
HUX U BEPXHUX KOHEUHOCTSIX, OOJibllie BbIpa’keHHas
B IMCTAJbHBIX OT/EJaX KOHEUHOCTEN; MepeaBUraics
MpU TMOMOUIM TPOCTU; ObIBAIM TMAJAEHUS M3-3a Clia-
00CTH B HOTrax; YyBCTBUTEJIbHbIE HAPYIIEHUSI B CTO-
nax M KHUCTSIX; o0Ias cJ1aboCTh; OTEKM HMKHUX KO-
HEYHOCTEN; UMEJIOCh 3aTPYIHEHNE IbIXaHUSI, YYBCTBO
HEXBaTKW BO3llyXa B TFOPU3OHTAJbHOM I1OJOXEHUU;
MPOM30IILIA ITOTEPS Beca (10 6 KT 3a MeCsIl); OTMeYas
OCUILIOCTh rojioca. HeBposiornueckuii craryc: a€rkas
nucgoHus (rpyooCTh, MPULIYILIEHHOCTD T'0J10Ca); CHU-
JKEH TJIOTOYHBINA pedieKC; pe3KO CHMXKEH KalllIeBOM
pedaekc. O0bEM aKTUBHBIX IBMXXEHUI OrpaHUYEH
B JMCTaJIbHBIX OT/AEJIaX KOHEUHOCTEN 3a CUET Mape30B.
MpbillIeYHbI TOHYC B KOHEYHOCTSX CJErkKa CHUXKEH.
CuJia MBILLIEUHBIX TPYMIT: B PyKax B IMPOKCUMaJIbHbIX
otnenax — 5 0aJjIoB, B IMCTAJIbHBIX OTaeaax — 4 Oaj-
Jla; B HOrax B IIPOKCUMAJIbHBIX OTAeax — 3,5 Oaiia,
B IMCTaJbHbBIX OTAeaax — 1 Gasl, 10 CTeNeHu Mernu
B MBILIIAX-pa3rudaTessix cToIl. M301upaTenbHbIX aMU-
orpoduii HeT. CyXoxXuJibHbIe peIeKChl ¢ KOHEYHO-
cTeil He BbI3bIBatloTC. OTMeueHa 60J1eBasi TMIecTe3ust
M0 MOJIMHEBPUTUUYECKOMY TUIY B HOTax.

ITo pesysnbraTaM METOAOB JOIMOJHUTEIBLHOTO UC-
ClIeJOBaHWS BBISIBJICHBI JIETKass aHeMUs, JUMPOLU-
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TO3, JEUKOMEeHUs, TUIONPOTEUHEMUSI, CHUXKEHUE
aJIb,OyMUHOB, TUIlepraMMarjioOyJIuHeMus, MOBbILIE-
Hue CPb, sputpouutypusi, 0akrepuypus, JeHKOI-
typus. [Ipu npoBeneHnn a3xoKapauorpagpuu BhISIBICH
rugpomnepukapa; Ha Y3W opraHoB OpIOLIHOM IMOJIO-
CTU — aCLMT, ABYXCTOPOHHUI TuapoTopakc. ITo naH-
HBIM MYJIBTACIMPAIbHON KOMIIBIOTEPHOI ToMOorpaduu
(MCKT) opraHoB rpyIHOM KJIETKI UMEETCSI IBYXCTO-
POHHSIS 3aCTOMHAs MHEBMOHUS, TUMDaIeHOMATUs Me-
NMacTUHAbHAsA U TOAMBIIIeYHas, aOJOMUHAIbHA,
renaTrocrieHoMeraausi, MHOXECTBEHHBIE OCTEOCKIIe-
poTuueckue obpa3oBaHUs TeJl MO3BOHKOB TPYJAHOIO
OT/eJIa TTO3BOHOYHMKA, TPpyIUHbI (OOJbllIe JaHHbIX,
CBUIIETEILCTBYIOIINX 00 9HOCTO3aX).

Yepes 4 1HSI OT MOMEHTA ITOCTYILICHUST Pa3BUJIOCh
3HAUUTEJILHOE YXYIIIEHUE COCTOSIHUS — TMOSIBUJIOCH
MOBbIIIIEHNE TeMIlepaTypbl Tena go 37,5—38 °C, Ha-
pocia ofblllKa, YCWIMIKUCh OT€EKU (JIuLa, pyK, HOT
JIO YPOBHSI BEpXHUX TpeTeli 0¢aep). IlauueHT ObLI me-
peBen€éH B MnajaTy MHTEHCHBHOM Tepamuu U peaHU-
mauuu (IIUTuP), uutyOupoBaH, nepeBeaéH Ha HUC-
KYCCTBEHHYIO BEHTUJISILIAIO JIETKUX B CBSI3U C IPyObI-
MM JIbIXaTe€JIbHBIMU HApPYILIEHUSMU.

B ycnoBusix ITMTuP npoBeneHo oOcienoBaHUE.
B ananu3ax KpoBU: aHeMUS JIETKOUM CTEIIeHU, CKO-
POCTb OCeTaHUs SPUTPOLUTOB — 33 MM/4, TpOMOO-
LIMTBI B HOPME, TUITONPOTEUHEMMUSI, HE3HAUUTEJIHbHOE
nosblilieHue -aumepa.

OHMI': rpy6oe nopaxkeHne MOTOPHBIX U CEHCOP-
HBIX BOJJOKOH HEPBOB HMXKHUX U BEPXHUX KOHEYHO-
CTeil; rpy0oe MopaxeHWe MOTOPHBLIX BOJOKOH AW-
adparmMajbHBIX HEPBOB C IBYX CTOpPOH (I1ape3 Aua-
¢parmai).

ITosnydyeHbl oTpulIaTeIbHbIE PE3YIbTAThl B paMKax
MOUCKa ayTOMMMYHHOTO (aHTUTEJ A K TAaHTJIMO3WIaM,
anTuctpenToin3uH-0O, PO, aHTUsnepHbIC aHTUTEIA,
anTuresa K asyxcrmpaibHoit JIHK), oHkosoruuecko-
ro (OHKOMapKephl, IIpoBeaeHbl (prUOPOOPOHXOCKOITHS,
¢ubporacTpoayoaeHockonus, Y3W opraHoB Opiolii-
HOW MOJIOCTHU, ITIOYEK, MOUYEBOTO ITY3bIPs, IIMTOBUIHOMN
xkene3pl, MCKT opraHoB rpyaHoii KJIeTKM) U TyOep-
KyJIE3HOro (McciaegoBaHa MOKpPOTAa Ha MpeaMeT MU-
KOOaKTepHrii METOIOM ITOJIMMEpPa3HO LIEMHON peak-
LIMK) TIPOLECCOB.

ITo pesynbratam Y3U 1IUTOBUAHON Xeae3bl Bbl-
sIBJICHA 1IeiiHas JuMdaaeHoIaTus ¢ 00eruX CTOPOH,
o pesyiabraraM Y3U 1maxoBbIX JUM@POY3I0B — MpU-
3HAKM YMEPEHHON MaxoBoii tuMdaneHonaTuu ¢ oode-
UX CTOPOH.

OTMeuasioch TOBbIlIEHUE OejiKa ChIBOPOTOUYHO-
ro amuiouna no 340,00 mr/n (mpu HOpMe MeHee
6,4 mr/n). OgHAKO TMCTOJIOTMYECKOE MCCIIeIOBaHUE
KOXXM 00JIaCTU XKMBOTA, CJAU3UCTOM KeJTyaKa U OpoH-
XOB C OKPacKoW KOHI'O KPAaCHbIM H€ BBISIBUIW OTJIO-
XKEHUN aMUJIouIa.

OnpeneneHue 0eJKOBBIX (DPAKILINIT METOIOM DJICK-
Tpodopesa BBISIBUJIO JIUIIb MOBBILIEHNE [IOOYIMHOB
anbda-1, anbda-2, raMma-rjIo0yIMHOB. DJIeKTPodo-
pe3 0elKOB ¢ MMMYHO(UKCAllMeld MO3BOJIMI BhISI-
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BUTh B 30HE IaMMa-IJIOOYJIMHOB TOMOI€HHYIO (ppaK-
1110, KoTopas Obuia maeHTuduuuponaHa kak PlgG
lambda Turm, 4TO MO3BOJNIO CAEJIaTh BBIBOMA, O HaIM-
Y11 MOHOKJIOHAJILHOM CceKpeluu (ImaparpoTeMHEMUIHN )
y JAHHOTO MallMeHTAa.

IIpoBeneHo eueHue: MeTuIpeaHn3010H 1000 mr
B/B KamenabHO Ne 7; OKCMTeHOTeparus; aHTUOMOTH-
KoTeparnusl (9pTaneHeM, BaHKOMMIIMH, METPOHUIA-
301, (bJIyKOHA30J1); auypeTudeckas Tepamnus (¢pypo-
CeMuJl, CIIMPOHOJIAKTOH); KOPPEKIIMS TMIONPOTEUHE-
MWW U KUCJOTHO-IIETOUYHOTO PAaBHOBECHS.

Ha ¢oHe nipoBen€HHOro Jie4eHrsl OTMeuaiach I1o-
JIOXKUTEeJIbHAsl IMHAMUKA: MOSIBUJIMCH PEQPIEKCHI C Cy-
XOXWJIMSI OUIIeIca, YIyJdIlIncs KalleBoil pediekc,
HapocJia CUjia B KUCTSIX, CHOBA MOT COBEpLLIATb MUHU-
MaJIbHbI€ JBUXKEHMSI B CTOIAX, CTaJ JIydllle IbIIATh,
3HAUUTEIbHO YMEHBIIUINUCH OTEKMU.

ITauimeHT MOBTOPHO NMPOKOHCYJbTUPOBAH TIe-
Matoiorom MpKyTckoil 00JacTHOU KJIMHUYECKOM
o6oabHuLbl (MOKDB), BeicTaBiieH aquarHo3: POEMS-
CUHJIPOM: BTOPHUYHAST XPOHUUYECKas BOCIAIUTENb-
Hasg IeMUEIMHU3UPYIOLIAs MOJMHEWponaTus, cMme-
laHHass (MOTOPHO-CEHCOPHO-BereTaTuBHas1) (op-
Ma, BbIpaXEHHBIM KBajapumapes rnepucdepuyeckoro
xXapakTepa ¢ IpeobyialaHueEM B AUCTAJbHBIX OTIE-
Jlax HUXKHMX KOHEUHOCTE; MOHOKJIOHaJbHas ce-
Kpeuust AL; OCTeOCKJIepOo3 3-TO0 U 4-TO MOSICHUYHBIX
MO3BOHKOB; IeMaTOCIIEHOMETaInsl, MeIuacTUuHAb-
Hasg 1 abmomMuHabHas JuMdaneHonaTus, aHacapka
(rugpoTopakc, TUApOIlepUKapa, acluT, nepudepu-
YyeCcKMe OTEeKHU); TPOMOOLMTO3 B aHAMHE3€; Kapauo-
Merajus ¢ IMacTOJINYECKOM NuCYHKIME U coxpa-
HEHHOM (ppaklreil BbIOpoca. XpoHUYECcKas cepaey-
Has HegocTaTouHOCTh IIA, hyHKIIMOHANBHbBIN KJIacc
3. PekoMeHI0BaHO IIPOBEIEHNE KYPCOB LIUTOCTATU-
yecKoil Tepanuu (ajJKkepaH, 00pTe30MU0) B YCIOBU-
SIX TeMaTOJIOTMYECKOTO OTAEJIeHUS.

B xoHue nexa6ps 2017 r. mauueHT ObLI 9KCTyOu-
pOBaH, IepeBeJEH B OOIIYIO I1aJIaTy HEBPOJIOTUYECKO-
IO OTAEJICHUSI, IPEAbSBIISA XKajl00bl Ha BbIPAKEHHYIO
CJ1a00CTh B KOHEUHOCTSIX C IpeolJagaHUueM B AUC-
TaJIbHBIX OTAEJaX, 3aTPYAHEHHOE JbIXaHUE U3-3a MO-
KpOTbI, CKarIuBalolleics B Tpaxee (COXpaHseTcsl 0c-
J1aGJIEHHBIN KallleBoi pediiekc), o01Iyio c1adoCTh.

Yepes HECKOJILKO JTHEH MaluMeHT ObLI IepeBeacH
B rematosiorndyeckoe otaeneHue MOKDB ¢ pekomeH-
JalMel MpoJo/KUTh IPUEM TOPMOHAILHOM Teparnuu
B TabJ1eTUPOBAaHHOM (popMe: MpeaHn3010H 60 MI/CyT.
yepe3 JIeHb JIUTENIbHO, 10 CTAOMIU3alUU COCTOSI-
HUSI, ¢ KOHTPOJIEM 1O BbIPAKEHHOCTU JIBUTATEIbHO-
ro pedexra.

ITocne npoBea€HHOM CrIeLIMAIM3MPOBAHHON Tepa-
MUU B YCJIOBUSIX T€MATOJIOTMUECKOr0 OTAEAEHUS J10-
CTUTHYTa OTHOCUTEJIbHASI peMuccusl 3a00J1eBaHus1, MO-
JIOXKWTEIbHAS TMHAMUKA, B TOM YKCJIE PETPECC HEBPO-
JIOTUYECKOU CMMIITOMAaTUuKU. VI3 oTAeeHUsT MallueHT
VIIEJ C OIOPOI Ha XOAYHKH, C pEeKOMEHIaLel auc-
MaHCEepHOIro HaOJIOIEHNS Y HEBPOJIOTa U reMaTosiora

10 MECTY 2KMTECJILCTBA.
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3AKITIOYEHUE

IIpuBeaE€HHDBIN KIMHUYECKUIA ClIydail JeMOHCTPU-
pyeT HEOOXOAMMOCTh 0oJjiee LIMPOKOK MH(POPMUPO-
BAaHHOCTM Bpauyeil pa3HbIX CHELHMAIBHOCTEN O TaKOM
natojiorud, kak POEMS-cunapom. 3avactyro ma-
IIUEHTHI C 3TOU HO30JIOTUEN B TEUYCHUE IJIUTEIIBHO-
ro BpeME€HMU HabJIIoAAal0TCs ¢ AMarHO30M IOJIMHEH-
ponaTtuy HEYyTOUHEHHOIO reHe3a WU XPOHUUYECKON
BOCHAJUTEAbHON AEMUEIMHUZUPYIOLIEH ITOJIUHEN-
poraTuu, He Iojyvasl aAeKBaTHOU crieuupuyecKoin
Tepanuu. B OOJBIIMHCTBE ciiyyaeB AeOlOT 3aboie-
BaHUS TIPOUCXOJUT C BKCTPAHEBPAIbHBIX CUMIITO-
MOB, TaKMX KaK I'MHEKOMAacTus [6], rumeprnurmMeH-
Talusl, TMIIOTUPEO3, IPEKTUIbHAS IUCHYHKIMUS, Te-
pudepuueckue oteku [14], onpiuka [15]. B nurepa-
Type onucaHbl ciaydau pa3zButuss POEMS-cunnpoma
y HALIMEHTOB C PeBMAaTOUIHBIM apTpUTOM [16] 1 Mu-
eJIoMHoM OoJie3Hblo [7]. JlTabopaTopHbIe HccenoBa-
HUS JaXe MPU HAJTUYUU KJTACCUUECKOW KIIMHUYECKOMN
KapTUHbBI 3200JIeBaHUSI HE BCErla MOKa3bIBAIOT OXM1-
naemoe yBenuueHue ypoBHs1 VEGF [17] u Hanuuue
MOHOKJIOHAJIbHOM Tumnepcekpeuuu [8], 4To cBuUIe-
TEJIbCTBYET O HaAUYUMU aTUnU4YHbIX (popm POEMS-
CUHIIpOMA U TpedyeT AajbHEWUIIEro U3YYEHUS Me-
XaHU3MOB IaToreHe3a 3Toro 3adosieBaHus. Ocoboe
3HaueHUE MMeeT IIpoBelieHue 3JieKTpodopesa Oell-
KOB IJIa3Mbl KPOBU ¢ UMMYHO(UKCALIMEN, UTO TO-
3BOJISIET BBISIBUTb B 30HE TaMMa-TJ00yJIMHOB rOMO-
TeHHYI0 (ppaKIIUIo.
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WUHdopmmnpoBaHHoe cornacue Ha ny6nukauuio
ABTOPbI NONYYUAN NMCbMEHHOE Cornacue naumeHTa Ha aHanus v ny-
6nmKaumio MEAULIMHCKNX AaHHbIX.

CooTBeTcTBUE npuHYynnam 3Tukun
[MpoTokon nccneposaHus 6bIn o,qoﬁpeH NOKaJibHbIM 3TU4ECKUM KO-

mutetoM. OpobpeHre 1 NpoLedypy NPoOBeeHUst NPOToKona nony-
Yanu No NPUHUMNaM XelbCUHKCKOW KOHBEHLIN.

KoHnukT nHtepecos
ABTOpPbI OEKNIapUPYIOT OTCYTCTBME SIBHbIX W MOTEHUMaNbHbIX KOH-
(NMKTOB UHTEPECOB, CBA3AHHbIX C My6AMKaLmMen HacTosILLEN CTaTbi.

Bknap aBTOpoB

ABTOpbI OeKaprpyoT COOTBETCTBYE CBOEr0 aBTOPCTBA MeXayHa-
poaHbiM KpuTepusim ICMJE. Bce aBTopbl B paBHOW CTEMEHN y4acTBO-
Ba/n B MOAroTOBKe Nybnukaumu: paspaboTka KOHUenuuum cTaTby,
nosy4eHne 1 aHanu3 akTNYecKUx AaHHbIX, HanMcaHue 1 pepakTu-
poBaHve TeKcTa CTaTbi, MPOBEPKa N YTBEPXKAEHNE TEKCTA CTaTbU.

WUcTo4yHnK chmHaHcupoBaHus

ABTOpbI [EKNapupyOT OTCYTCTBME BHELUHEro (UHAHCMPOBaHWSI
LNS NPOBeAEHNst NCCNEeROoBaHNS 1 Ny6nmkauum ctatbu.
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