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3a nocnegHwve rogbl B NpakTMke peBmMaTtosiora Bce
yalle OTMeYaloT KNMHUYeCKue cnydau, Tpebyiolme
anddepeHunanbHON ANarHoCTUKM MEXAY PEBMATUYE-
CKUMM 6ONe3HAMM U NapaHeonIacTM4ECKUMN CUHOPO-
mamu (MHC). NMHC kak peBmMaTonoruyeckas «macka»
MOXET pa3BMBaTLCS MPU 3/10KAa4ECTBEHHbIX ONYXOJsX
pasnu4HOM NnoKanua3auumy Ha pasHbix aTanax 3abone-
BaHWS, NPOSIBASISICb MPU3HAKaMM NOPaKEHUSI KOCTHO-
CYCTaBHOIO M CBSAA304HOIO annapara, MbiLLL, COCYA0B
W BHYTPEHHKX opraHos [7, 8]. MHOrne pesmartonorum-
yeckue 3a60neBaHusi CBA3aHbI C MOBbILLIEHHLIM PUCKOM
pa3BuTUs oHkonatonoruu [4]. Moatomy npu obcne-
[OBaHWM TakuxX NauMeHTOB creayeT NpuaepXmBaTb-
Cs1 MPUHLUMMOB OHKONIOMMYECKOH HACTOPOXXEHHOCTH.

MHC — 3710 onocpeaoBaHHbLIE KIIMHUYECKME Npu-
3HaKKW onyxoneBbix 3ab6oneBaHWii, NposIBASIOWMECS
CO CTOPOHbI ONpeneneHHbIX OPraHoB U TKaHeh 1 BO3-
HUKaLKWe B pe3ynbTarte Kakmx-nmbo 6Moxmmmue-
CKWUX, FOPMOHAaJIbHbIX, MMMYHOJIOrMYECKMX WU Ha-
cnencTBeHHbIX HapyweHuii [1]. TepmuH «[MHC» BBe-
OeH B MeOWULIMHCKYIO NpakTuky B 1948 r. [2].

MHC saBnsiioTca pe3ynbTaTOM HaNMYMS OMyXo.u,
HO HE HaxXoAsTCs B NPSAMOI 3aBUCMMOCTU OT 06bemMa
OMyx0JIM ¥ KOJINYeCTBa MeTacTa3oB, U B psife Clly4aeB
MOryT NPOSIBASTLCH 33010 A0 KIMHWYECKK NPOsiB-
naemofii onyxonu [5, 10, 11]. XpoHOnorms BO3HUKHO-
BeHus1 MHC no OTHOLIEHMIO K NOSAIBNI@HUIO NOKANbHbIX
CUMITOMOB NEepPBUHHON OMyX0JIM MOXET BbITb Pa3/INy-
HOW. B ogHux cnyyasax MHC npeawecTByiOT MECTHBIM
CUMIMTOMaM OMNyXO0Ju, B APYrMX — NOSIBASIIOTCS OAHO-
BPEMEHHO C HUMM U, HAKOHEL,, MOI'YT BO3HMKATb YXe
nocne Bepudurkalmm onyxonesoro npouecca. Ham-
6onblune TPYAHOCTM BO3HMKAIOT B TE€X CUTyaLMmsiX,
Koraa pasnuyHble NHC (nMxopaaka, KOXHbIe nopaxe-
Hus, TpoMB60dNEBUT) NPeaLwecTBYIOT MECTHLIM NPO-
SIBJIEHMSIM ONYX0J1EBOIr0 POCTAa U TPAKTYIOTCH Kak ca-
MocTOsITeNbHble 3a60neBaHns UM CUHAPOMbI, Ciy-
Xaluye NoBoAOM A1l HA3HAYEHUS COOTBETCTBYIOLLErO
neyenus [9]. CnenyeT noavepKHyTh, 4HTO B HONbLUMH-
ctee cny4aeB NMHC pe3ncTeHTHbI K NeYEHUIO MI0KO-
KOPTUKOMAAMMW, HECTEPOUOHBIMW NPOTUBOBOCNANN-
TeNlbHbIMK NpenapaTtamMu, aHTUKoarynsHTaMmu u op.
M CKJIOHHbI K PEeLMANBUPOBAHUIO (peunaneupyiowas
y3noBarasi aputemMa, Murpupyioimne Tpomboopnebu-

NIKAPIO-NPAKTUKY

NAPAHEOINJIACTUYECKME
CUHAPOMbI

B PEBMATOJIOTM4YECKOW
NMPAKTUKE

B crarbe npeacraBieHsl 0cO6eHHOCTY MPOSABASHWI napaHeonnacTnye-
CKVX CUHAPOMOB B PeBMaTo/10rni. BulABUHYTO HECKOBKO MNOTE3 OTHO-
CHUTEJIbHO NAaToOreHe3a napaHeorIacTMHeckmnX CUHAPOMOB. NpeacTaBneHbl
KknaccugukaLms napaHeoniacTu4eCcKoro CUHApoMa 1 KimHudeckue ¢dop-
Mbi, Hanbonee YacTele B NPaKTUKE BpaYa-peBmMarosiora.

Thi). B 10 e Bpemsi MHC mMoryT ocnabnateCs Unm BO-
BCEe ncyesaTb Ha HOHE iedeHns Onyxonu (Xxmpyprmde-
CKOe yaaneHme, XamMmoTepanusi) u NosSIBNISITbCS BHOBb
npv peumamee Onyxoun nin ee MeTactaampoBaHun.
B03MOXHO coueTaHme Heckonbknx NMHC ¢ pa3nuyHbl-
MU KJTMHUKO-11a60paToOPHLIMU NPOSIBIEHUSIMU, YTO YC-
JIOXHSIET AMarHOCTUKY U CBOEBPEMEHHOE pacno3Ha-
BaHWe Onyxonu.

3HaHune NMHC BaxxHO ans Bpadei mobbix crneuuvanb-
HoCTel, 0cOBEeHHO STO KacaeTcsi PEBMATOJIONOB, Mo-
CKOJIbKY OMNyXOJIM Pa3/IMYHOI NoKanIM3aumm A0 NosiB-
JIeHUs1 MeCTHOW CMMMNTOMATUKK MOTYT NPOSIBAATLCS
HecneundnyeckMMmn NprU3Hakamu, KOTopble Hepea-
KO OLMBOYHO TPAKTYIOT KaK caMoCTosITeNIbHOE peB-
mMaTonornyeckoe saboneeaHue, 4TO NPUBOOMUT K 3a-
no3Jasioi AMarHOCTUKE OMyX0Jin U Ha3HAYEHUIO He-
ajeKBaTHOM Tepanuu.

MapaHeonnasuun 4ypesBbl4aiiHO pasHOOBpasHbI
W B OOHKX cny4asix o6ycnosneHbl rnybokummn 6Moxm-
MMWYECKMMKW HapPYLUEHUSIMWA, CBOMCTBEHHbIMW Bbipa-
XEeHHbIM (pOpMaM paka, B OPYrMx — ABNSIOTCH pe-
3yNbTAaTOM ayTOMMMYHHbIX peakuMin, rOPMOHATbHbIX
COBWIOB, BO3HMKAIOLWMX YXKE Ha paHHUX 3Tanax pas-
BUTKS onyxonu [3].

CyuiecTByeT HECKOJIbKO NrMNoTe3 OTHOCUTE lb-
HO natoreHesa NHC

1. Buoxumudeckasn. Onyxonesas TKaHb NpeacTaB-
naet coboii «noByLLKy» ans MeTabonuToe (a3oTa, rno-
KO3bl, IMNMNOO0B, BUTAMWHOB U Ap.). AnutensHoe ee
GYHKUMOHUPOBAHME U3MEHSIET BUOXMMmMYecknin 06-
MEH B OpraHu3me, UCToLwas pecypcbl 340PO0BbIX TKa-
Hei 1 nx GYHKUMOHAbHYIO aKTUBHOCTb.

2. mmyHHas. CXxoaCTBO aHTUIEHOB ONyX0JIv 1 300~
POBbLIX TKAHEW BbI3blBAET pPeakuuio rymopasabHOro
W KJIeTOYHOro UMMYyHUTEeTa, cnocobCcTBys PasBUTUIO
ayTOMMMYHHbIX COBUIOB.

3. F'opmoHanebHas. Onyxonesble KNeTky Bbipabatbl-
BalOT 6MONOrM4ECKN aKTUBHbIE BELLLECTBA U FOPMOHbI,
4yTO ocnabnsieT YyBCTBUTENbLHOCTb TKAHEN-MULLEHEeNr
K FOPMOHAJIbHOMY BO3AENCTBUIO U NMPUBOOUT K pac-
CTPOACTBY SHOOKPUHHOM perynsiumu.

4. l'enernyeckasn. NasectHo 6onee 200 Hacnen-
CTBEHHbIX CMHAPOMOB, npegpacnonararoLmx K pas-
BUTUIO HEOMNACTUYECKMX NPOLECCOB.
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NIKAPO-TIPAKTUKY

Knaccudukauua NMHC (Jlopue 10.U. u coaBr.,
1972r.)

1. O6MEHHO-3HAOKPUHHBIE HAPYLLUEHNS (rMNePTPO-
duyeckas octeoapTponaTusi, runepKansuUeMuns, ru-
nepypukemus, Acantosis nigricans, KapUUMHOWAHLIA
CUHOPOM, runepounbpuHoreHemMms, KPUobUBPUHO-
reHemmsi, CMHAPOM MNueHko — KyluuHra, runornmke-
MuUsl, NOBbLILLIEHHAs 9KCKPELUS aHTUAUYPETUYECKO-
ro ropmMoHa).

2. CocyaucTtbie/aHaoTenManbHble pacCcTpPoCcTBa
(Murpupytomin Tpom6odneduT, TpoM603HAOKAPAUT).

3. BTopuyHble ayTOMMMYHHbIE N anfiepruyeckne
CUHAPOMBI (4EPMaTOMMUO3NT, CKilepoaepMust, CUC-
TEMHas KpacHasi BON4YaHKa, PEBMaTOUAOHbIMA apTpuT,
ayTOMMMYHHbIA TUPEOUANT XalnmMoTOo, reMoINTNYe-
ckasl aHeMus, TpoMbGoumnToneHndeckas nypnypa, re-
MOpParn4ecKuii BaCKynuT, HePPOTUHECKNIA CUHOPOM,
KpanneHULa, aHadUnakTMYECKnii LLIOK).

4. MopaxeHne LeHTPanbHOA HEPBHOW CUCTEMBI
M HENPOMYCKYNSIPHbIE HApyLUEeHUs1 (MCUX03, OEMEH-
u1s, cuHapom UToHa — JlambepTa, ocTpas aemMue-
JIMHN33aUMA KOPbl FOJIOBHOINO WA CMUMHHOIMO MO3ra,
nepudepunyeckasl CEeHCOpHasi UM CEHCOPHO-MOTOpP-
Has HeiponaTus).

5. Mpoune (BLINOTHOI NEPUKAPAUT, LLeNUakms).

Hau6onee yacTtbie knuHnyeckue ¢popmsl MHC

* runepTpodmryeckas octeocapTponaTus;

® apTPUT (peBMaTOMAONOA06HbIA CUHAPOM);

® CeBAOCKIEPOAEPMUYECKUI NapaHeonIacTun-

YeCKUii CUHOPOM;

* epMarto-/noAUMHUO3NT;

® BOJIHAHOYHOMNOAOBHLIN CUHOPOM;

* cuHapom LerpeHa;

® aHKWUI03UPYIOLLMIA CMIOHAWUN0APTPUT;

® peBMaTU4eckas NOAUMUaNTus;

* runepkasbLMeMmnyeckas apTponaTus;

® y3ri0BaTas 3pUTEMA;

* 6one3Hb Bebepa — KpucyeHa.

TUNEPTPODMUHECKASA
OCTEOAPTPONATUA

OTtmevaeTca y 22-30% 60NbHBIX PAKOM JIEFKOrO:
npu mesotenmome — 50-60%, GPOHXOreHHOM pake
nerkoro — 10-20%, NpenMyLLeCTBEHHO Y MYX4MH,
1 obycnoBneHa pasBUTUEM COeOUHUTENIbHOTKAHHbIX
BNEMEHTOB, OTEKOM MSAIKMUX TKAHE! N HaOKOCTHULbI,
4YTO B TEYEHWE OJIUTENLHOIrO BPEMEHU MOXET BbITb
€ANHCTBEHHBIM NMapaHeonnacTU4eCkKUM CMHAPOMOM
y 3TuUX 60/bHbIX.

B naroreHe3e napaHeonnacTUHECKOn runepTpo-
duueckoin octeoapTponarTuu 06CyxaaeTcs posb
0CcTE06NaCTCTUMYNIUPYIOLLIMX areHTOB N Apyrnx dak-
TOPOB, NPOAYLMPYEMBIX OMYXOJbIO,

XapakTepuayeTtcs runeptpodpuyeckas octeoap-
TponaTusa yTOJILLEHNEM HOITEBbIX danaHr nanbLeB
KUCTE 1 cTon no Tuny «6apabaHHbIX NanoyYexk» U n3-
MeHeHWeM HOITel B BUAe «4acoBbIX CTeko». B oc-
HOBe 3ab0oneBaHUA exar sAB/IeHUsA NepUoOCTUTa U HO-
BO06pa3oBaHNsl KOCTHbIX CTPYKTYP. KnMHM4Yecku ru-
nepTpoduyeckas octeoapTponaTus nposBaseTcs
CUILHOI Xryyei 60blo B KOCTSX KOHEYHOCTEN, 0CO-
6EeHHO BEPXHUX, OTEKOM N TYronoOABUXHOCTbLIO Cy-

CTaBOB NaJibLEB, MbILWEYHOW CNaboCTbIO, LMAMHAPW-
YECKUM PaCLUMPEHMEM AUCTANIbHOM TPETU KOHEYHO-
cTeill, 06yCnoBNEHHbIM Pa3BUTUEM MJIOTHOIO OTeKa
TKaHewn C NoKpacHEeHUEM KOXU U NOBLILLEHWEM MECT-
HOW Temnepartypsbl Tena. PeHTreHonornyecku onpe-
0ensioT NepuoCcTanbHbIE HaN0XeHUs BOKPYr anadu-
30B, NMPU 3TOM HE XapakTepHO nopaxeHue mexda-
NaHroBbiX CYCTaBOB.

APTPUTBI ONMYXOJIEBOIO NrEHE3A

O6b4HO pa3BMBAIOTCSA Y NALMEHTOB B BO3pacTe
cTapuie 65 net. Y 80% XeHLNH C 9TUM CUHAPOMOM
ANarHoCTUPYIOT pak MOJIOYHOM xene3bl. PeBmaTo-
maHonoaobHbIiA apTpUT accouunpyeTcs ¢ numeo-
nponudepaTnBHbIMM Npoueccamm (NMMeoma, Mu-
enomHas 6ones3Hb, Neiikos), pakoM NIerkoro, Xeny-
JO04YHO-KULLEYHOr0 TPaKTa, NpeacTarTe/ibHOM Xenesobl.
Y 4% B3pOCNbIX NEPBLIMW NPOSBIEHUSIMU JIEUKO3a SIB-
JNAI0TCA CYCTaBHOM CUHAPOM, KOTOPBIA NPOSABASIETCS
CMMMETPUYHbLIM WIM MUIPUPYIOLLIMM NOJINAPTPUTOM;
occanruein, 60nbI0 B CNMHE NO TUMNY pagukynona-
Tuu. CycTaBHble NPOSABIEHNS ABASIIOTCA pe3ysibTa-
TOM fIeKeMUYECKON MHOUNBTPALMN CUHOBWUAJIbHON
o60n04kK, remopparuvii B cyctaBs uam nepvapTuKy-
NSPHble TKaHW.

ApTpuTtam 0OnyxofieBOro reHesa nNpucyLLmM ocTpoe
Hayano, aCMUMMeTPUYHOE NoPaxXeHWe CyCTaBOB BEPX-
HUX UM HUXKHUX KOHEYHOCTEN. KnuHuveckas kapTuHa
HepeaxKo HanOMWHAET PeBMaTOugHbI apTpuT. Yawe
BOBJIEKAIOTCH B NPOLLECC KONEHHbIe, rofIeHOCTOonN-
Hble, Iy4e3ansICTHble U NOKTEBbIE CyCTaBbl. BO3HM-
KaloT 60nb, NPUNYXI0CTb cycTaBoB. CyCTaBHOA CUH-
APOM Y 60NbHBIX 310Ka4eCTBEHHLIMMW ONYX0SISMU MO-
XeT Co4eTaTbCs C APYrMMU NapaHeoniacTMieCKUMm
NPosIBNEHUAMMU (CEPO3NT, KOXHDBIE MOPAXEHUS, JINXO-
pagka), 4HToO MOXeT HaNnOMWHAaTb CUCTEMHYIO KPaCHYIo
BOJ14aHKY, CUCTEMHYIO CKNEPOAEPMUIO, CUHAPOM Le-
rpeHa u HEKOTOPLIE CUCTEMHbIE BACKYIUTDI.

Ang nceBAoOpeBMaTOMAHOIro apTpuTa Xapak-
TepHbI cneayiowme NPpu3Haku

® aCMMMETPUWYHBIA MOHO-, OJINFO- UNU Noanap-

TpwUT;
® HEBbIPAXXEHHOCTb BOCNANNMTENBHON Peakuum Cy-
CTaBOB;
® OTCYTCTBME AedOopMaLInK;
® YNJIOTHEHUE NEPUAPTUKYISIPHBIX TKAHER;
® OTCYTCTBME PEBMATOUAHBIX Y3€JIKOB M1 PEBMATO-
WUAHOro ¢gaKkTopa B KPOBY;

® OTCYTCTBUE NAaTONONM4YECKMX U3MEHEHWI
Ha PEHTreHorpamMmmax KoCTei u CyCcTaBoB;

® pedpakTepPHOCTbL K NPOTUBOBOCNANNTENLHON
Tepanuu;

* 3(PpPEKTMBHOCTL MPOTUBOOMYXONEBOIO NEYEHUS,
YTO COMPOBOXAAETCA NONOXUTENBLHOW ANHAMU-
KOW CYCTaBHOI0 CUHAPOMA.

NCEBAOCKNEPOAEPMUYECKUHA
NAPAHEOMJIACTUMECKUA CUHAPOM

Yawe pa3BMBaeTCs Npu pake JAerkoro, AN4HuKa,
MOJIOYHOW XeNe3bl U KIMHUYECKU MOXET NPOSIBASATh-
cs Tpems BapuaHTamu. [lepBolil BapnaHT xapakrepu-
3yeTcs NPeNMyLLLECTBEHHbBIM MOPaXeHUeM nepuapTr-
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KyNSipHbIX TKaHei ¢ npeobnagaHneM MHOYpPaTUBHbIX
M3MeHeHW, Hanu4dnem pubpo3nToB, KOHTPAKTYP,
apTpanrum, occanrum, mvanrun. Cocyancrble Hapy-
LIeH1s 1 BACLEeponaTum He paseuBaloTcs. [1pu BTO-
pOM BapuaHTe, oTMe4aeMoM 06bl4HO B Bo3pacTe 35—
40 net, HabnopaloTCA TUNWYHBLIE KITMHUYECKME NPOo-
SIBIEHUS CUCTE@MHOW CKNepoaepMUK, OTanYaloLmMecs
TOPNUAHOCTbLIO M PE3UCTEHTHOCTLIO K JIEYEHUIO. Xa-
pakTepHo Takke 6bICTPO Nporpeccupylolee Teye-
Hue 6onesHu. NS TpeTbero BapMaHTa CBOMCTBEHHO
Hann4Me N1Lb CXOAHOM obLeid CMMNTOMAaTUKK: Ha-
pacTtawowein obuieit cnaboctn, noxyaaHus, nonuap-
Tpanrum, MMaarum, uameHeHmin nabopaTtopHbIxX No-
Kasarenem.

Heobxoanmo Takke NOMHUTb O BO3MOXHOCTU pas-
BUTUSI TUMUYHOMK cKnepoaepMum y 60J1bHbIX 3J10Ka-
YyecTBEHHbIMU onyxonsimu [6]. INpu uckniovyeHnn nces-
DOCKNepoaepMUYECKOro napaHeonacTM4eckoro CUH-
OpoMa U CKIepoaepPMUM OMYXOIEBOro reHesa cneayeT
Y4MTbIBaTb HEMOTUBUPOBaHHOE NOXYAaHWe, yxyale-
Hue obLuero cocTosiHUA, pe3koe HapacTaHue cna-
60CTI, NoBbLILLEHWE TeMMepaTypbl TeNa, HapyLleHre
anneTuta, NosiBNIeHWe My4uUTeIbHOro Kalus, occa-
rMm, MManrum U apyrue nposisneHus. Hactopaxuea-
IOLLUM SIBJISIETCH OTCYTCTBME 3aMETHOM NONOXUTESb-
HOW OMHaMUKN B KITMHWMYECKUX NPOSBNEeHUsX 1 nabo-
paToOPHBbIX NOKa3aTeNsAX NPy NPOBEAEHUN afieKBATHOMN
Tepanun, npuMeHsieMoi 60/1bHbIM CUCTEMHOW cke-
poaepmueit (CCL), u 6bicTpoe NporpeccupoBaHue
3aboneBaHus.

Y naumeHToB ¢ CC/] BbicOKka BEPOATHOCTb Pa3Bu-
Tmna B 6yaoyiem paka nerkoro — 5%; koxu — 4%; ne-
yeHn — 3%; remobnacTosa — 2%; paka MOJIOHHOM Xe-
nesbl N ANYHUKA.

OcHoBHble nposiBieHus 3Toro 3aboneBaHns CBA3a-
Hbl C Memuein u prubpo3omM OpraHoB U TKAHEN. ITHO-
norusa sabonesaHusa HenssecTHa. Cuntaetcs, 4yto CCA
pas3BUBaETCs NoA BANSTHUEM HEKOTOPbIX 9K30reHHbIX
daxkTopoB y noaeii ¢ onpeaeneHHbIMU reHeTUHeCcKn-
MU HapyweHnsMn. K ak3oreHHbIM dakTopam, cno-
co6HbIM MHAyuMpoBaTtk passutne CCL, oTHocATcSH
peTpoBUpYChI (B NepBYIO o4epeab — LUTOMEranoBm-
pychl), KBapLeBasi U KAMeHHOYroJibHas Mblfib, Opra-
HU4YEeCKue PacTBOPUTENN, BAHWIXNIOPU, HEKOTOpLIe
JlekapcTBeHHble cpeacTsa (61eOMULMH 1 psg, APYTrUX
npenaparoBs, MPUMEHSIEMbIX 4151 XuMUoTepanuu). Ma-
ToreHes CC/l npencrtasnsieT coboit coyeTaHne MHO-
rux GpaKTopoB, cpeau KOTOPLIX KIIOYeBYIO POJib Urpa-
10T UMMYHHas aKTMBauusi, NOBpeXxaeHue CoCyaucTo-
ro 3HAOTENIWS U NOBbILLEHWE CUHTETUYECKON PYHKLIMM
¢nbpobnacToB. Bbipak€HHOCTb KaXA0ro 3 ykasaH-
HbiX aKTOpPOB naToreHesa pasnvyaeTcs y oTaeb-
HbIX MaLNEHTOB.

Kak cucremHoe 3aboneBaHne CCJl xapakrepu-
3yeTcs 0AHOBPEMEHHbLIM NopaXXeHMeM KOXMU, CO-
CYA0B, KOCTHO-MbILLEYHO CUCTEMbI U BHYTPEHHUX
OpraHoB, BKJ1l04as cepaue, fierkne, NoYkn u xeny-
DO4YHO-kuWeYHbIN TpakT. B nebiote CCA oo nosiBne-
HUSA crneurdudHbIX NPU3HakoB 3a6oneBaHUs 4acTo
HabnogaloTCA KOHCTUTYLMOHANbHBIE MPOSIBAIEHUS:
yMeHbllUEeHMe Macchl Tena, cybdebpunbHas nuxo-
papnka, cnabocTb.

NIKAPIO-NPAKTUKY

Bbloensiiot aBe OCHOBHbIE KIMHU4YECKUE HOPMbI
CCA — numMmuTupoBaHHyIo U anddyaHyo. JIMMuTu-
poBaHHas ¢opmMa xapakrepusyeTcs CeayowmmMm
npu3Hakamu: CUHAPOM PeiiHO B Te4eHUe MHOrx net
npenLecTBYET NOSBAEHMIO APYruxX NpusHakoB 3a6o-
JIeBaHWs; NOPaXXEHWE KOXU OrpaHndmnBaeTcsi 06nactoio
MLa U ANCTaNbHBIX OTAEN0B KOHEYHOCTE); No3agHee
pa3BUTUE NErOYHOI rMnepTeH3un c/6e3 MHTepcTU-
umanbHoro ¢pmbposa nerkmx; Bbicokas HacToTa BbisIB-
JIeHUs1 aHTULLEHTPOMEPHbIX aHTuTen (y 70-80% 60b-
HbIX); AunaTaums kanunspos 6e3 3Ha4UNTeNbHBIX aBac-
KYNSIPHbIX y4aCTKOB.

OnddysHas popma umeeT ceBom ocobeHHoCTH:
pa3BUTUE KOXHbBIX U3MEHEHWIA B TEYEHWE NEPBOro roaa
nocse NosiBieHNs cuHapomMa PeiiHO; BoBne4YeHue KOXu
BCEX OTAEJIOB KOHEYHOCTE U TY/IOBULLA; Nanbnartop-
HOE BbISIBIEHNE TPEHUSA CYXOXWIWIA; paHHee pa3Bu-
THe MHTepcTuUMansHoro ¢pmubposa nerkux, nopaxe-
HUS XeJTyA04YHO-KULLEYHOr O TpakKTa, No4eK u Mmokap-
0a; pacwmpeHne n pegykums Kanuwanspos; aHTuTena
K Tononzomepasze-1 (Scl-70) n PHK-nonnmepaszam.
YcTaHoBneHa Koppensiuus Mexay HaJim4mem CUCTEM-
HOI CKlepoaepMum U pasBUTUEM 3J10Ka4eCTBEHHON
onyxonu,

AEPMATOMMWO3UT. NONIMMUO3NT

OpHUM 13 TUNNYHBIX peBmaronorndeckux NMHC aB-
JifeTcs AepMarTononMMmo3nT. HYacrtora onyxonesoro
nepmMaro-/noaMMmnosnTa CocTaBnsieT y B3pOCbiX na-
umeHToB 15-30% cpeamn Bcex cnydaeB 3aboneBaHus,
a y qmuy, noxunoro Boapacta gocturaet 50%. Y 30%
nauyeHToB C AepMaro- U NoJIMMMO3NTOM B Nocneay-
IOLLEM AMarHoCTUpYyloT pak. U3 Hux 6onbluemy smcny
OWarHos OHKOMaToJIorMM ycTaHaB/MBalOT NMocsie pas-
BUTUS gepmatomMmnoanTta. Camble pacnpocTpaHeHHble
JIoKann3aumm 310Kka4eCTBEHHbIX MPOLLECCOB — SIYHU-
KU, Nerkue, NomkenyaodHas xenesa, Xenynok, 06o-
DO4YHas KALLIKA U HEXOMKKMHCKaA nMMdpoma, pak Mo-
4eBOro ny3bips).
BeposTHOCTL pa3Butus paka Haubonee BbICO-
Ka B nepBble 3 roga noce ycTaHoBJIeHUS AMarHo3a.
pynna pycka — My>XX4uHbI B BO3acTe ctapwe 50 net
(>70%).
3aboneBaHuve NPosIBASETCH NMPEUMYLLECTBEHHbLIM
NnopaxxeHMeM CKeNeTHbIX 1 ragkMx MblLLL, C HapyLLe-
HUeM ee ABUraTeIbHOM (pYHKLIMM U KOXHBLIMW NposiB/e-
HusMN. OTMeYaeTCsi CUMMeTpUYHas cnabocTb MblLL,
Tasa u BepxHero nje4yeBoro nosica, nepeaHnx cruba-
Tenen weu, NporpeccupyeT B TeYEHUE HECKOIbKMX
Hepenb U MecsLeB, MOXeT BbITb NopaXxeHne abixa-
TeJIbHbIX MbILLL,, MbILIL, F0TKW, NULLIEBOAA.
KoxHbie nposiBneHus 3abonesaHus
® reJIMOTPONHAas CbifMb HA BEPXHUX BEKAX;
® nepnopbuTasnbHbIl OTeK;
® 3pMTEeMa Ha nuue, wee, 30He OeKonbTe;
® nanynesHole, 6ynnesHsie, netexmasnbHble Bbl-
CbinaHus;

® TeneaHrnakTasum;

® Q4yarv NMrMeHTauuu n genurMeHTauum, runep-
KepaTo3a;

® CKBAMO3HbIA 3pUTEMATO3HBLIA AepPMaTUT Ha Thifb-
HOW NOBEPXHOCTU KNCTEN, B BonbLuei cTeneHn —
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Hapn, NACTHO-(anaHroBbIMKU U NPOKCUMabHbLIMK
danaHroseiMu cyctaBamu (cMmMnToM FoTTpOHA);

® rOPU3OHTaNbHbIE JIMHUWN HA NaTepasibHON U na-
[OOHHO NOBEPXHOCTU NanbLUEB U KUCTEN (pPyKH
MexXaHWuKa);

® MOAKOXHbIE KaNbLUHATLI;

® HOTOUYYBCTBUTENBLHOCTb.

BONM4YAHOYHOMNOAOBHbLIA CUHAPOM

AccoummpoBaH ¢ nMMpOMO XOoKKMHA, MHOXe-
CTBEHHO MMENOMOA, ONyXoNsiIMK Ierkoro, 060404HOM
KMLLIKA, MONTOYHOW Xenesbl, ANYHKKA, andka. CHOpPOM
PeiHO n cepo3uT valle oMarHOCTUPYIOT Npy ageHo-
KapuMHOMe an4HKKa. KnmHnyeckve nposiBneHms BKIo-
YaloT NNEBPUT, MHEBMOHWUT, NEPUKAPANT, NONNAPTPUT,
MOTYT BbISIBNSATECA aHTUHYKJ1IeapHble aHTuTena. Bon-
YaHOYHOMNOAOOHbIA CUHAPOM OTNIMYAETCH YCTONYM-
BOCTbIO CYCTaBHO-MbILLEYHOrO CUHAPOMA K IEYEHNIO
KOPTUKOCTEPOMOAMMW U LUTOCTATUKAMK, OTHOCUTESb-
HOW PeaKoCTbIO BUCLEpONaTUn, TEHOAEHUMEN K TPOM-
60oUNTO3Y N NEeAKOLUTO3Y, NTMMNOXPOMHbLIM XapaKTepoMm
aHeMuu, NONOXUTENbHLIMU TECTAMM HA aHTUHYKNeap-
Hble aHTuTena.

CUHAPOM LUETPEHA

AccoummnpoBaH ¢ nnmoonponndepaTUBHbIMUK 3a-
6oneBaHNsIMM (PUCK PA3BUTUA HEXOLKKUHCKON NUM-
¢dombl B 44 pasa Bbiwe). MNMepuoa Mexay AnarHo-
cTupoBaHueM cuHapoma LlerpeHa n passutnem
HEeXOMKKNUHCKOM NMMpOMBbI — OT 4 Ao 12 neT. Xapak-
Tepusyetcsi ituM$onnasMoKIeToYHoR MHGuRbTpaum-
€1 3K30KPUHHbBIX Xene3, NpenMyLLECTBEHHO CIOHHbIX
M CNE3HbIX, C NOCNeayIoLLLE NX AeCTPyKLMEN. B cbiBO-
pOTKe KPOBU OnpeaensieTcsl NOBLILLEHUE YPOBHS MO-
HOKNOHANBbHBIX UMMYHO- U KpUOrNoByNHOB.

AHKWNO3UPYIOLLUA
CNOHAWNOAPTPUT

MHC MoXeT BO3HMKATb Y UL, NOXWIOIro BO3pacTa,
He3aBMCMMO OT Nosa, B To Bpems kak 6onesHs bexre-
peBa pa3BUBaeTCs MPENMYLLECTBEHHO Y IOAEA MONO-
Joro sBo3pacrta. [lns ato popMbl napaHeonnactuye-
CKOW apTponaTtum xapakTepHO aCUMMeTPU4Hoe no-
paxeHue TazobeapeHHbIX cycTaBoB. [pu kapLyHoMe
nuwesoaa n 60ne3Hn XomKKNHa MOXET Pa3BUBATLCH
puaomenundeckas ¢opmMa aHKUNo3MpyloLLero CrnoHan-
noaptpura. Hapsiny ¢ cyctaBHbIM CUHOPOMOM Y 60J1b-
HbIX 3/10Ka4eCTBEHHbIMU OMYX0AsIMM BO3MOXHO nopa-
XEHWEe MAMKNX OKOJIOCYCTaBHbIX TKAHEN N CBA30YHOIO
annapara — CMHAPOM nanbMapHoro dacuuta (yawe
NMpw pake sn4yHuKa), peLmnanBmpyoLyin 1 MUrpupyo-
LLINIA TEHOOBArMHUT.

PEBMATUYECKAS NONTMMUWANTARA

YKa3aHHy0 Natonoruio 0TMeYaioT UCKIIYUTESb-
HO Y UL, NOXWJIOro U CTap4yeCcKoro Bo3pacTa, noa-
TOMY, Npexae Yem TpakToBaTb PpeBMaTU4eCcKylo Nno-
NUMUanNrnio Kak camocTosiTensHoe 3abonesaHue,
Heo6X0AMMO NMPOBECTU TLATeNbHbIA OHKONOrnye-
CKWIA MOUCK.

XapakrepuayeTtcs 60nblo B NPOKCUMaNbLHLIX OTAe-
Nax nne4eBoro U Ta30BOro Nosica, 0TCYyTCTBUEM NMopa-

XEHUS CYCTaBOB, NMMXOPAAKOA, 3HAYUTENLbHBIM MOBbI-
LHeHneM CKOpoCTu oceaHusi SpUTPOLIUTOB.

TMNEPKANBUMEMMWYECKAR
APTPOMNATHUA

Yale oTMevaloT Npu pake MOJIOHHOM Xeneasbl, ner-
KOro 1 no4kn. OCHOBHbIE KIIMHNYECKWE NPOosIBEeHNS —
MbilleyHan 60sb U cnabocTb, 0ccanrnsa, aHopekcus,
apuTMuma, nonnypwust, BuicTpas yTOMNsieMOCTb, COHN-
BOCTb. Heo6xoaMMOo 0TMETUTB, 4TO Y 20% 60NbHBIX Fn-
nepkanbLMemMmns npotekaetT 6€CCUMNTOMHO.

Y3JNIOBATAH SPUTEMA

XapakTepu1ayeTcs NosiBAeHNeM Ha koxe paarnba-
TenbHbIX MOBEPXHOCTEH KOHEYHOCTel!, Yallle — B 06-
NacTu roneHei, 601e3HeHHbIX IPKO-KPACHbIX MIOTHBIX
Y3N10B, CONPOBOXAAETCs NOBbILLIEHMEM TEMMNEPaTypbl
Tena v nonuaptpanrvei. O6b14HO Yepes 2—-3 Hep, yansl
GeccnegHO ncyesaloT, HO BO3MOXHO peuuavuBupyio-
Lee TeveHue.

NMAHHWUKYJIAT
(CUHOPOM BEBEPA — KPUCHEHA)

OnyxonbaccoUMMPOBaHHbIA MAaHHUKYNUT OTMEeYaloT
B 5-10% cny4aee paka nomxenyno4Hon xenesbl. Xa-
pakTepu3yeTcsi CACTEMHbIM PeLUaANBUPYIOLLIMM BOC-
najeHneM KOXW 1 NoAKOXHOM XUPOBOW KeT4aTku,
YTO NPOABNAAETCSH OCTPbIM pa3BuTUEM BoNe3HEHHbIX,
obpa3oBaHMeM yMepPEHHO MJIOTHLIX Y3eNKOB Aname-
Tpom 0,5-5 cM u Gonblue. 3a6onesaHre MOXET NpPo-
TekaTb C NoBbILLEHWEM TemnepaTypbl Tena ao cybde-
6punbHbIX UK pebpunbHbIX UMdP, NoanapTpanrmen,
HaNIM4YMEM NEKOLMTO3a, S303NHODUANU, NOBbILLEHWN-
€M CKOPOCTU OCeAaHUs 3pUTPOLIUTOB B Nepudepnye-
CKOW KpOBW. Halue nopaxaloTcsi KOHEYHOCTH. B Teve-
HUe HeCKOJIbKUX Heaenb YNAOTHEHUs! CTIOHTAHHO UC-
4yes3aloT U Yepes HEKOTOPOE BpeMsi PeLUANBUPYIOT.
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Pesiome. Y crarrinpegcrasneHi ocobnmBocTi npo-
ABIB NapaHeonaCTUYHUX CUHEPOMIB Y DEBMATO/I0-
rii. BUCYHYTO Kiflbka rinoTes LLoA0 naroreHesy napa-
HeonnacTuiHux cuHapoMiB. [NpeacraBneHo Knacu-
QikaLito napaHeon1aCTUHHOrO CUHAPOMY Ta KITiHIYHI
¢opmu, ski HaryacTilie HasBHI y NpakTuLli nikapsi-
pesmarosiora.
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NIKAPIO-NPAKTUKY

PARANEOPLASTIC SYNDROMES
IN RHEUMATOLOGICAL PRACTICE

G.A. Protsenko

Summary. The article presents the peculiarities
of paraneoplastic syndromes in rheumatology.
It puts forward several hypotheses on the patho-
genesis of paraneoplastic syndromes. The classifi-
cation of paraneoplastic syndrome and clinical forms
that are most frequently encountered in practice
of a doctor-rheumatologistis represented.

Key words: paraneoplastic syndromes, systemic
autoimmune diseases, neoplastic diseases,
rheumatological diseases.
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PEQEPATUBHA IHOOPMALIHA

Mpenapart oT nogarpbl CHUXaET
PUCK pa3BUTUA CepAe4YHO-COCYAUCTDbIX
coObITHiA

MoaroroBuna AHHa AHTOHIOK

KonxvuuH, cpeacTso, BnusiioLee Ha 06mMeH Move-
BOW KNCNOTHI U fiBNsioLLeecs 3¢pdeKTUBHbIM NPy No-
harpe, TaKke MOXeT CHA3UTb PUCK CepaeYHO-COoCy-
DUCTbIX COBBLITUI U CMepPTKH OT BCeX NPUYMH. K Takomy
BbIBOAY NPULLIN y4eHble [apBapaCKOA MeAVLIMHCKOR
wkonbl (Harvard Medical School), CUIA, ony6nu-
KOBaB peayneTaTbl nccnegosaHus B «Annals of the
Rheumatic Diseases». OHW BbISBUNK, 4TO 11ua, Npu-
MEHsIIoLWMe 3TOT nNpenapar, UMesn MeHbLUYIO BEePO-
SITHOCTb YKa3aHHbIX COBbITMIA MO CPaBHEHMIO C TEMMU,
KTO HE NPWHMUMAaN KONXULMH.

MccnepoBaHMe y4yeHbix 66110 peTPOCNEKTUB-
HbIM WU BKJIOYAN0O aHanM3 paHHbiX 6a3bl Medicare
claims 3a nepvoa 2006-2011 rr. B ero xone 3kc-
nepTbl XOTENU NPOBEPUTL FTMNOTE3y NpodpunakTm-
yeckoit apPeKTUBHOCTUN KONXULMHA B OTHOLUEHUU
cepAaevHO-CoCyancToro pmcka y naumeHToB C no-
Darpoi, KoTopbie U3-3a CBOEro pesmaTuieckoro
Heayra nogsepxeHol 6onee BLICOKOMY PUCKY pas-
BUTUS aTepockneposa. OcHoBo ans paboTel cne-
LMaNMCTOB NOCNYXWUIW pe3ynbTaTbl NPenblayLero
uccnenoBaHMA NPUMEHEHUs npenaparta ons BTO-
pPUYHON NPOPUNAKTUKN CepPOEYHO-COCYAUCTBIX CO-
6bITUIA.

YyeHble cpaBHMM gaHHble 501 naumeHTa ¢ noaga-
rpPOM, KOTOPbIE BNepBbie MPOXOANIN lIeHeHNE KONXN-
LIMHOM, C TakoBbiMK 501 naumneHTa, He NPUMEHSIIOLLIUX
3TOT Nnpenapar. B cpeaHeM 3a COCTOSIHUEM Y4aCTHM-
Ka uccnenosaHusa Habnoaanm B TeyeHmne 16,5 mec.
K nepB1YHbIM CEPAEYHO-COCYANCTLIM COBLITUAM OT-
HOCWAK MHDAPKT MUOKAPAR, MHCYNIbT MW TPAH3UTOP-
HYIO MLLEeMMYECKyIo aTaky. KO BTOpUYHBIM — Hanu4ve
Kakoro-nmbo nepBnYHOro cobeliTus B KOMOBMHAUUN

C peBacKynsipusaLMOHHOM Npoueaypon Unm cMepTu
OT NO6bIX NPUYUH.

Cneumnannctbl coobwmnm o 28 nepBUYHLIX
cepAaevyHo-cocyauCThIX COBLITUSAX Y NnL, NpUMe-
HABLUMX KONXWUUMH, U 82 — y Tex, KTO HEe NPUHU-
man 3ToT npenapar, ¢ ypoBHeM 3abonesaeMocTun
35,6 1 81,8 Ha 1000 yenoBeko-NeT COOTBETCTBEH-
HO. llocne npoBeoeHUs KOppPeKuMn pe3ynbLTaTtoB
C YY4ETOM BO3pacTa, Nona, pacoBoOii NPUHAANEXHO-
CTU, CEMEHON NCTOPUU CEepaeYHO-COCYAUCTLIX 3a-
6oneBaHwuii, apTepranbHOM rMNepTeH3nn, caxapHo-
ro gnabeta, ¢pakTopa npUMeHeHUss CTaTMHOB, aLe-
TUACANUUUAOBONA KUCAOTbI, aHTUTMNEPTEH3UBHbIX,
HecTepoOMaHbIX NPOTUBOBOCNAJIUTENLHBIX NMpena-
paToOB U CENEeKTUBHLIX MHTMBUTOPOB LIMKJIOOKCUIe-
Ha3bl-2, TabneTMpoBaHHbIX HGOPM IIIOKOKOPTUKOM-
0OB, annonypuHona, a Tarke pakropa KypeHusi, UH-
heKca Macchl Tena, HaM4Yns XPOHMYEeCKon 6one3Hn
noYek N TepMMUHanbHOW ctagnmn 60ne3HU NoYeK OHU
YCTaHOBW/IU, YTO PUCK Pa3BUTUA NEPBUYHOIO cep-
Ae4YHO-cocyaucTtToro cobbiTus Yy naumeHToB, NnpuMe-
HSIIOLLLMX KONXULMH, Ha 49% HU1Xe, YeM Yy TeX, KTO ero
He nNpuHUMan. lNpu 3TOM CMepTHOCTb OT BCEX NPU-
UMH y nepBbix 6bia Huxe Ha 73%.

Tem He MeHee CneuvanucTbl HACTauMBalOT Ha NOA-
TBEpPXAEeHUU pe3yrbTaToB MyTeM npoBeaeHna paHooMn-
3UPOBAHHBbIX KOHTPOIMPYEMbIX UCCEA0BaHUIA, NOCKO/b-
Ky y4eHble, npexae Bcero, nocrasuin Ueib NpoBepUTb
rmnoTesy 0 NPoGUIaKTU4HECKOM MNOTEHLMASE KONXULMHA
B OTHOLLIEHWUM CepAe4HO-COCYANCTBIX COBLITUIA.
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