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NNIKAPKO-NPAKTUKY

NMAPAHEOINMJIACTUYECKUE
CUHAPOMBDbI
B PEBMATOJIOTMYECKOM

NMPAKTUKE

KnioueBble cnosa:
napaHeornaacTn4eckne
CUHAPOMbI, CUCTEMHbIE
ayToOMMMYHHbIe 3ab0/1eBaHus,
onyxosieBble 3a6051eBaHus,
peBmatndeckue 60s1e3Hu.

3a nocnegHuve roabl B NpakTMke peBMartosiora Bce
yalle oTMevaloT KJIMHMYEeCKne cryyam, Tpedyowme
anbdepeHumansHON ANarHOCTUKM MEXY peBMaTnye-
CKUMIM 6ONIE3HAMIN 1 MapaHeonIacTUYeCKUMU CUHOPO-
Mmamu (MHC). MHC kak peBmaTonornyeckas «Mmacka»
MOXET Pa3BMBaATLCS NPU 3/10KA4ECTBEHHbIX OMYXOJIAX
pPasnMYHONM NoKaamM3aumm Ha pa3Hblx aTanax 3abone-
BaHVS, NPOSABSASACH NPU3HaKaMy NMOPaxXeHnst KOCTHO-
CYCTaBHOIO 1 CBSA304YHOr 0 annapaTa, MbiLlL, COCYO0B
1 BHYTPEHHMX opraHoB [7, 8]. MHorve peemaronoru-
yeckue 3a6051eBaHNS CBA3aHbl C MOBbILLEHHbIM PUCKOM
pas3BuTUSa oHkonatonorun [4]. Moatomy npu obecne-
[0BaHNM TakmMx NaUMEHTOB cneayeT NpuaepXmBaTb-
CS1 MPUHLMMNOB OHKOJIOFMYECKOM HACTOPOXEHHOCTMU.

NMHC — 970 onocpefoBaHHbIE KIMHUYECKME NPU-
3HaKK OMNyxoJieBblx 3ab0sIEBaHM, NPOABNSAOLLMECS
CO CTOPOHbI ONPEfENEHHbIX OPraHOB 1 TKaHEeN 1 BO3-
HUKalowWwne B pesynbTaTte Kakux-nmbo broxmmmye-
CKWX, FOPMOHaNbHbIX, UMMYHOJIOFMYECKNX UIN Ha-
CneacTBeHHbIX HapyweHuii [1]. TepmuH «MHC» BBE-
0EeH B MeOVLMHCKYIO NpakTuky B 1948 r. [2].

MHC aBnsioTCa pe3ynbTaTtoOM HaNMyns OMyxonu,
HO He HaxoaATCs B MPSIMOM 3aBUCUMOCTM OT 06bema
OnNyxoNn 1 KONMYecTBa MeTacTasos, 1 B PSAE ClyHaeB
MOFYyT NPOSBAATLCA 324010 A0 KJIMHUYECKU NMPOSIB-
naemon onyxonu [5, 10, 11]. XpoHonormsa BO3HMKHO-
BeHUs NMHC No OTHOLLEHMIO K MOSIBAEHMIO JTOKASIbHbIX
CYIMMNTOMOB MNEPBMYHOM OMYX0SIM MOXET OblTb Pa3ny-
HoW. B ogHux cnyyasax MHC npeawecTByOT MECTHBIM
CMMMTOMaM OMyx0onu, B APYrmx — NOSABASIOTCS O4HO-
BPEMEHHO C HUMW N, HAKOHEL,, MOT'YT BO3HUKATb YXe
nocne Bepudunkaumm onyxonesoro npouecca. Hau-
6onblUVe TPYOHOCTU BO3HUKAIOT B TEX CUTyauumsXx,
koraa pasnuyHble NMHC (nmxopanaka, KoXHble nopaxe-
HUS, TPOMOODNEOUT) NPeALLECTBYIOT MECTHLIM NPO-
SIBJIEHNSIM OMyXOJIEBOr0 POCTA N TPAKTYIOTCH Kak ca-
MOCTOSATEsIbHblE 3a60NeBaHnsa NN CUHAPOMBbI, CIy-
Xallme noBoaOM AJ1s1 HA3HAYEHWsi COOTBETCTBYIOLLIENO
nedvenusa [9]. CneaoyeT Nnog4epKHYTh, 4TO B O0bLUNH-
ctBe cny4daeB [MHC pe3ncTeHTHbI K JIeYEHMIO TOKO-
KOPTUKOVOAMU, HECTEPOUOHBIMM NPOTMBOBOCHANN-
TeNbHLIMW NpenaparaMmu, aHTukoarynasHTamu n ap.
M CKJTIOHHbI K PELVAVBMPOBAHMIO (PeLMaMBMpPYOLLAs
yanoBaras aputema, Murpupytouime Tpomoéodnedbu-

B cTtatbe npencraB/ieHbl 0COOEHHOCTU MPOsBASHUI napaHeoniacTuye-
CKUX CUHAPOMOB B PEBMaTOJI0Orn. BbiABUHYTO HECKOJILKO rnnoTe3 OTHO-
CUTEJIbHO NaToreHe3a rnapaHeornaacTM4eckux CUHAPOMOB. [TpencTas/ieHs!
knaccugukaLms napaHeorniacTUYeckoro CUMHAPOMa U KIIMHNYeckue gop-
MblI, Hanbosiee YyacTbie B MPaKTUKe Bpaya-peBmMarosiora.

Tbl). B 10 >xe Bpems NMHC MoryT ocnabnatscs unm Bo-
BCE 1c4e3aTb Ha POHE NIeHeHns Onyxonu (Xmpypruye-
CKOe yganeHune, xumMmoTtepanusa) n nosaBnaTsCs BHOBb
npu peumanee onyxonu niv ee MetactasnpoBaHUK.
Bo3mMoxHO coveTaHme Heckonbkmnx MHC ¢ pasnuyHbl-
MU KIMHWKO-1abopaTopHbIMM NMPOSIBAEHUSIMU, HTO YC-
NIOXHAET AMarHOCTUKY U CBOEBPEMEHHOE pacrno3Ha-
BaHMe OMyxoJu.

3HaHwue MHC BaxxHO Ansa Bpaye niobbix cneupnanb-
HocTell, 0cCOBEHHO 9TO KacaeTCs PEBMATOSOroOB, Mo-
CKOJIbKY OMyXOJIN PasfiMyHON fiokanusaumm o noss-
JNIeHNA MECTHOM CUMMTOMATUKN MOTYT NPOSIBSTbLCSH
HecneumduU4yeckMmMmn NpusHakamm, KOTopble Hepea-
KO OLWMBOYHO TPAKTYIOT Kak CaMOCTOSITENIbHOE PEB-
mMarosiormyeckoe 3abosieBaHne, YTO NPUBOAUT K 3a-
no34anor ANarHOCTMKE OMyXOosnv N Ha3HAYEHUIO He-
afeKBaTHOW Tepanun.

MapaHeonnasun 4ypessBblHaliHO pa3HoobpaszHbl
M B OOHWX Cllydasix 06yCcnoBneHbl rnybokuMmu 6umoxm-
MUYECKNMUN HAPYLUEHNSIMU, CBOMNCTBEHHbBIMW Bblpa-
XXEHHbIM OopMaM paka, B OPYyrux — sBASAOTCS pe-
3yNbTAaTOM ayTOMMMYHHbIX Peakuuii, FOPMOHAJbHbIX
COBUIOB, BO3HMKAIOLLMX YXXE Ha paHHUX aTanax pas-
BUTUS onyxonu [3].

CyuwiecTByeT HECKOJIbKO FrMNnoTe3 OTHOCUTESb-
Ho naTtoreHe3a MHC

1. Buoxumunyeckasi. Onyxonesasi TKaHb NpencTaB-
nsaeT cobol «NoBYLLKY» AN MeTabonnToB (a30Ta, rio-
KO3bl, TMNMA0B, BUTAMMHOB U Ap.). autensHoe ee
PYHKUNOHMPOBaHNE N3MEHSIET BUOXMMUNYECKUIA 00-
MEH B OpraHn3me, ncToLas pecypchl 340PO0BbIX TKa-
HEM N X GYHKUMOHANbHYIO aKTUBHOCTb.

2. ImmyHHasi. CXxoOCTBO aHTUIeHOB ONyX0n 1 300-
POBbIX TKAHEWN BbI3bIBAET pPeakumio rymMopanabHOro
M KNETOYHOIr0 MMMYHUTETA, CMOCOBCTBYS Pa3BUTUIO
AyTOMMMYHHbIX COBUIOB.

3. F'opmoHasbHas. OnyxoneBble KNETKU BbipabaTtbl-
BalOT OLNONOrMYeCcKnN akTUBHbIE BELLIECTBA M TOPMOHHbI,
4YTO ocnabnsieT YyBCTBUTENbHOCTb TKAHEN-MULLEHEN
K FOPMOHaNIbHOMY BO3AENCTBUIO U MPUBOAUT K pac-
CTPONCTBY SHOOKPUHHOM PErynsiumm.

4. l'eHeTn4eckas. W3BecTHO Gonee 200 Hacnen-
CTBEHHbIX CMHOPOMOB, npeapacrnonaraloLwmx K pas-
BUTMIO HEOMIACTUYECKNX MPOLLECCOB.
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NNIKAPKO-NPAKTUKY

Knaccudukauua MHC (Jlopue 10.U. n coasT.,
1972r.)

1. OBMEHHO-3HOOKPUHHBIE HapyLUEHMS (TMNePTPO-
duryeckas ocTeoapTponaTusa, rmnepkanbUMemMms, r-
nepypukemus, Acantosis nigricans, Kapu“HOWUOHbIN
cuHapoMm, runepdunbpuHoreHemMnsi, KPMoOUOPUHO-
reHemus, cuHgpom MueHko — KywimnHra, runornmke-
MUS, NOBbILEHHAA 9KCKPELMS aHTUAMYPETUYECKO-
ro ropMoHa).

2. CocyaucTble/aHaoTennanbHble paccTponcTea
(MUrpupyoLLMii TPoMO0DNEOUT, TPOMOOIHAOKAPAUT).

3. BTopnyHble ayTOMMMYHHbIE 1 anneprmyeckme
CYHOPOMBI (4epMaTOMMO3NT, CKIIepoaepMums, cuc-
TEMHas KpacHas BOMYaHKa, PEBMATOMOHbBIA apTpuT,
ayTOUMMYHHbIA TUpeonauT XalmnmmMoTo, reMonmuTmnye-
ckag aHemusi, TpOMOOLUMTONEHMYECKasa nypnypa, re-
MOpPParnyeckunii BACKyIuT, HeppPOTUHECKNIA CUHOPOM,
KpanmeHULUA, aHapUNaKTUYECKNA LLOK).

4. NopaxeHne ueHTpanbHON HEPBHOW CUCTEMbI
M HENPOMYCKYJISIPHbIE HapyLUIEHNUS (MCUX03, OEMEH-
ums, cuHgpom MtoHa — JlambepTa, ocTpas nemMue-
JINHN3aUMSa KOPbl TOJIOBHOIO UM CAIMHHOIMO MO3ra,
nepundepmnyeckas CeEHCOpHasi UM CEHCOPHO-MOTOP-
Hasa HerponaTtus).

5. MNMpo4ne (BbIMOTHOM NEPUKAPANT, LETNaKns).

HauGonee yacTtble knnHnyeckue popmobl MHC

* ryunepTpoduyeckas octeoapTponaTus;

® apTPUT (PEBMATOMAONOA00OHbIA CUHAPOM);

® 1CeBOOCK/IEPOAEPMUNYECKNI NapaHeoniacTnye-

CKWUN CUHOPOM;

® nepmarto-/noanMuno3nT;

® BOJIYAHOYHOMOA00HbIN CUHOPOM;

e cuHgpowm LerpeHa;

® aHKUJI03MPYIOLLMIA CMIOHONN0APTPUT;

® peBMaTHyeckasi NoNNMUaNrns;

® rynepkasbLMeMmyeckas apTponaTus;

e y3n0BaTasi 9puTEMa;

e 6one3Hb Bebepa — KpucueHna.

TMNEPTPO®UYHECKAA
OCTEOAPTPOIMNATUSA

OTtmevaeTcs y 22-30% 60JIbHbIX PaKOM JIErkoro:
npu mesotenmome — 50-60%, OPOHXOreHHOM pake
nerkoro — 10-20%, NpenmMyLLEeCTBEHHO Y MYXUUH,
1 06yCNoBMEHA Pa3BUTUEM COEOANHUTENBHOTKAHHbIX
3/1EMEHTOB, OTEKOM MSATKMX TKAHEN U HAOKOCTHULLbI,
4YTO B TeYEHME OJINTENIbHOrO BPEMEHN MOXET ObiTb
€[OVHCTBEHHbLIM NMapaHeonacTU4eCckUM CUHAPOMOM
Y 3TUX OOJIbHBbIX.

B matoreHese napaHeonnacTU4eCckor rmnepTpo-
duryeckon octeoapTponatum obcyxaaeTca posb
0CTE061aCTCTUMYNNPYIOLLMX areHTOB 1 APYrnx dak-
TOPOB, NPOAYLMPYEMBIX OMYXOJIbIO.

XapakTepuayeTcsl runepTpoduyeckas octeoap-
TponaTusa yToJlEeHNEM HOrTeBbIX GanaHr nanbLes
KUCTEN 1 CcTON No TUny «6apabaHHbIX Nanovyek» u n3-
MEHEHNEM HOITeN B BUOE «4aCOBbIX CTEKOJ». B oc-
HOBe 3a60J1EBaAHNS IEXAT ABNEHUS NEPUOCTUTA U HO-
BOOOPAa30BaHNSA KOCTHbIX CTPYKTYP. KnuHnyeckn rm-
nepTpoduryeckas octeoapTponaTus nposiBasieTcs
CUJTbHOW Xryyen 60Jbio B KOCTAX KOHEYHOCTEN, 0CO-
OEHHO BEPXHUX, OTEKOM U TYronoABUXHOCTbLIO CY-

CTaBOB NaJsibLEB, MblLLEYHOM CNaboCTbio, LNANHOPU-
YEeCKMM pacLIMpeEHNEM ONCTaIbHON TPETU KOHEYHO-
cTein, oO6ycnoBneHHbIM Pa3BUTUEM MJIOTHOIO OTeKa
TKaHEeW C NOKPaCHEHNEM KOXW 1 NOBbILLEHUEM MECT-
HOWM TemMnepartypbl Tena. PeHTreHonornyeckn onpe-
LENSAI0T NEPUOCTAsIbHbIE HANTOXEHWS BOKPYT anadu-
30B, MNPV 3TOM HE XapakTepHO nopaxeHne Mmexda-
JIaHrOBbIX CYCTaBOB.

APTPUTbI OMNMYXOJIEBOIO rEHE3A

OObIYHO pPa3BMBAIOTCS Y NALMEHTOB B BO3pacTe
ctapuwe 65 net. Y 80% XeHLWnH ¢ 3TUM CUHAPOMOM
OMarHOCTMPYIOT pak MOJIOYHON Xene3bl. PesmaTto-
MAHOMOA00OHbI apTPUT accounmpyeTcs ¢ TMMeo-
nponndepaTMBHbIMK Npoleccamn (numeoma, Mu-
enoMHasi 6051e3Hb, Nerko3), pakoM JIErKoro, Xeny-
[OYHO-KULLIEYHOr 0 TpakTa, NpeacTartesibHOM Xenesbl.
Y 4% B3pOC/bIX NEPBLIMU MPOABAEHNSAMU NENKO3A SB-
NF0TCS CYyCTaBHOW CMHAPOM, KOTOPbI NPOsiBASIeTCA
CYMMETPUYHBIM UJTN MUFPUPYIOLLVM NOSIMapPTPUTOM;
occanrvemn, 60nblo B CNMHE NO TUNY pagukynona-
Tuun. CycTaBHble NPOSIBAEHUS ABASIOTCA pe3ybTa-
TOM NIENKEMUNYECKON MHDUNBbTPALMN CUHOBUATBHOM
060104KM, remopparuii B cyctas uan nepuapTuky-
NAPHbIE TKAHU.

ApTpuTam OnyxosieBOro reHesa npucyLLm ocTpoe
Ha4ano, aCMMMETPUYHOE NOPaXKEHME CYCTABOB BEPX-
HUX UM HUXKHUX KOHEYHOCTEN. KnuHnyeckasa kapTuHa
HEpeaKo HaNMOMMHAET PEBMATOUAHbIN apTpuT. Hawe
BOBJIEKAIOTCSA B NPOLECC KOJIEHHbIE, FONEHOCTOM-
Hbl€, Nly4e3ansiCTHbIE N JIOKTEBbLIE CyCTaBbl. BO3HU-
KatoT 60/1b, NPUNyxN0CcTb cycTaBoB. CyCTaBHOWM CUH-
OPOM Yy 60JIbHbIX 3510KAYECTBEHHbLIMM OMYXONSIMUN MO-
XeT co4yeTaTbCs C APYrMMin napaHeonnacTuyeckumMm
MPOSIBNIEHUSIMM (CEPO3UT, KOXHbIE MOPAXEHWS, TNXO-
pazka), 4TO MOXeT HAaNOMWHATb CUCTEMHYIO KPACHYIO
BOJIHaHKY, CUCTEMHYIO CKNepoaepMumio, cuHapom Lie-
rpeHa v HEKOTOPbIE CUCTEMHbIE BACKYJNTHI.

Ansg nceBAoOpeBMaToOMaHOro apTpuTa xapak-
TepHbl cnepyoLwme Npu3Haku

® ACMMMETPUYHbIA MOHO-, ONIUFO- U NMonuap-

TPUT;
® HEBbIPAXXEHHOCTb BOCNANNTENbHOM peakLuum Cy-
CTaBOB;

® OTCYTCTBME AedopmaLnu;

® yMJIOTHEHME NEPUAPTUKYIISIPHbBIX TKAHEN;

® OTCYTCTBME PEBMATOUAHBIX Y3E/IKOB M PEBMATO-

MAOHOro ¢akTopa B KPOBY;
® OTCYTCTBME MATOJIOTUYECKUX NBMEHEHUN
Ha peHTreHorpaMmmax KoOCTen 1 CyCTaBOB;

® pedpakTepPHOCTb K NPOTUBOBOCNANNTESIbHON TE-

panuu;

® 3 DEKTUBHOCTb MPOTUBOOMYXONIEBOrO NIEYEHNS,

4TO CONPOBOXAAETCHA NONOXUTENBHON ANHAMMU-
KO CYyCTaBHOIro CMHApPOMa.

NCEBAOCKNEPOAEPMUYECKUN
NAPAHEOMJIACTUMECKWUIA CUHAPOM

Yalle pasBuBaeTCcs nNpu pake Nerkoro, Sn4HmKa,
MOJIOHHOM XXenesbl N KIMHNYECKN MOXET NPOSABIIATbL-
ca Tpemsa BapmaHTamu. [epBbii BapuaHT XxapakTepu-
3yeTCs NPEeNMyLLECTBEHHbLIM MOPaXeHnem nepnapTm-
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KYJSIPHbIX TKaHeln ¢ npeobnagaHMemM NHAYPaTUBHbIX
N3MEHEHUN, Hannymem GrUbpo3nTOB, KOHTPAKTYP,
apTpanruu, occanrum, mmanrun. CocyamcTble Hapy-
LeHus 1 BUcueponaTum He passusatoTcs. [pu BTO-
pOM BapuaHTe, oTMe4aeMoM 0Obl4HO B BO3pacTte 35—
40 net, HabNOAATCS TUMNYHbIE KIIMHUYECKME MPO-
SIBJIEHNS CACTEMHO CKIIepoaepMum, oTanYatoLmecs
TOPNUAHOCTbLIO N PE3UCTEHTHOCTLIO K JIeYEHUIO. Xa-
pakTepHO Takxe ObICTPO MporpeccupyloLllee Teve-
Hue 6onesHun. [Ins TpeTbero BapraHTa CBOMCTBEHHO
HanM4yme NLlb CXOOHOM 0bLIelr CUMNTOMATUKIN: Ha-
pacTatoulen obuier cnabocTn, NnoxyaaHus, nonvap-
Tpanruu, MMmanrum, N3MeHeHunn nabopaTopHbIX NO-
KazaTenen.

Heobxoanmo Takke NOMHUTL 0 BO3MOXHOCTU pas-
BUTUSI TUMUYHOMN cKJlepoaepMumn y 60JbHbIX 3/10Ka-
YeCTBEHHbIMK onyxonsamu [6]. MNpu ncknioyeHnn nces-
[0CK1epPOAEPMMYECKOrO NapaHeonIacTUYeCckoro CuMH-
npoma 1 cKnepoaepmMum OnyxoneBoro reHesa cnenyet
Y4MTbIBaTb HEMOTUBUPOBAHHOE MOXyAaHue, yxyale-
HMe OOLLLEro COCTOSHUSA, pe3koe HapacTaHue cna-
60CTn, NOBbILLEHNE TEMMEPATYPbI TeNa, HapyLleHne
anneTuTa, NosiBIeHNe My4nTeNnbHOro Kalluns, occan-
rn, MUanrum n gpyrme nposieneHuns. Hactopaxmea-
IOLLMM SIBNSIETCS OTCYTCTBME 3aMETHOW MOJIOXUTESb-
HOM ONHAMUKU B KIIMHUYECKUX MPOSBAEHUSX 1 1abo-
paTopHbIX NOKasaTensx Npu NpoBeaeHnn anekBaTHOM
Tepanuu, NpuMeHseMoin 60/IbHbIM CUCTEMHOM CKie-
poaepmueir (CCL), n 6eicTpoe NporpeccmpoBaHue
3aboneBaHus.

Y nauuyeHTtoB ¢ CC/L, BbicOKa BEPOATHOCTb Pa3BM-
Tnsa B Oyayuiem paka nerkoro — 5%; koxu — 4%; ne-
YyeHn — 3%; remobacTo3a — 2%; paka MOJIO4YHOW Xe-
nesbl U ANYHKKA.

OCHOBHbIE NMPOSIBIEHNSA 3TOrO 3a00NEBaHNS CBSA3a-
Hbl C LLIEMUEN N GUOPO30M OPraHOB U TKaHEeN. DTUO-
noruvsa 3aboneBaHunsa Hem3BecTHa. CumtaeTcsa, yto CC/],
pasBMBaEeTCA No4 BINSHNEM HEKOTOPbIX 9K30r€HHbIX
bakTopoB y noaen ¢ onpeaeneHHbIMN FreHETUYECKN-
MK HapyweHnammn. K ak30reHHbIM dakTtopam, cno-
COGHbIM MHAYuMpoBaTh pa3sutue CC/L, oTHOCATCS
PETPOBMPYCHI (B MEPBYIO 04EpPedb — LUTOMErasoBu-
pycChbl), KBapLEeBas N KaMeHHOYrosbHag Mblb, Opra-
HUYeCKne pPacTBOPUTENN, BUHUNXOPUA, HEKOTOPbIE
JleKapCTBEHHble cpeacTBa (6/1eOMULIMH U paf APYIrUX
npenapaTtos, NPUMEHSAEMbIX 419 XumMuoTtepanun). MNa-
ToreHe3 CC/, npenctasnsieT coboi coyeTaHne MHo-
rnx ¢pakTopoB, cpeau KOTOPbIX KJIIOHYEBYIO POJb Urpa-
10T UMMYHHas akTuBauus, NoOBpexXaeHne CoOCyancTo-
rO 3HAOTENNS U MOBbLILLIEHNE CUHTETUYECKOMN DYHKLIMN
dnbpobnacToB. BeipaXeHHOCTb KaXa0ro n3d ykasaH-
HbIX (PaKTOPOB NMaToreHesa pasfn4yaeTcs y OoTAeb-
HbIX MaLUMEHTOB.

Kak cuctemHoe 3abonesaHme CC/, xapaktepu-
3yeTCcs O4HOBPEMEHHbLIM MOPaXeHNeM KOXW, CO-
Cyn0B, KOCTHO-MbILLIEYHOW CUCTEMbI U BHYTPEHHUX
OopraHoB, BKJloYaa cepaLe, nerkue, No4ku n xeny-
[O4YHO-KMLWeYHbIN TpakT. B nebiote CC/L oo nosisne-
HUS cneunduryHbIX NPU3HAKOB 3aboieBaHMNA 4acTo
HabnoaaTCA KOHCTUTYLMOHASIbHbIE NPOSBEHUS:
yMeHblleHne Macchl Tena, cybdpebpunbHas nmxo-
paaka, cnabocTb.

NNIKAPKO-NPAKTUKY

BbloensioT gBe OCHOBHbIE KIMHMYECKue GOopMbl
CCHO, — numMnTnpoBaHHyto n gnddyaHyto. JinmMutm-
poBaHHasa popmMa xapakTepudyeTcs Creayowmnmm
npu3Hakamu: CUHAPOM PeinHO B TeYEeHnEe MHOrmx net
npeaLecTByeT NOSBAEHNIO APYrMX NPU3HAKOB 3a00-
JIeBaHUS; NopakeHmne KOXM orpaHninBaeTcs 06,1acTbio
nnua 1 ancTanbHbIX OTAEN0B KOHEYHOCTEN; N03aHEE
pa3BUTUE JIEFOYHOM rMNepTeH3nn c/6e3 MHTepCcTu-
umansHoro Gnbposa Nerkunx; BbIcokas HacToTa BblsiB-
JIEHUS @HTULLEHTPOMEPHbIX aHTUTEN (y 70—-80% 601b-
HbIX); Qunatauuys Kanunnspos 6e3 3Ha4YMTEeNIbHbIX aBac-
KYNSIPHbIX Y4aCTKOB.

AnddysHas dopma nmeet cBOU 0COOBEHHOCTU:
Pa3BUTME KOXKHbIX UBMEHEHUI B TEHEHVE NEPBOro roaa
nocne NosiBAeHNs CMHAPOMa PenHo; BOBNEYEHME KOXN
BCEX OTAEIOB KOHEYHOCTEN 1 TYIOBULLA; NanbnaTop-
HOE BbISIBIIEHME TPEHUSA CYXOXWUIINIA; paHHEEe pa3Bu-
TNe MHTepcTuumanbHoro Gpmnbposa nerkux, nopaxe-
HUS XXEeNya04YHO-KMLLIEYHOr O TpakTa, NoYek 1 Mmokap-
[a; paclumpeHne n peaykumsa Kanunispos; aHTuTena
K Tonomdomepasze-1 (Scl-70) n PHK-nonumepasam.
YcTaHoBNEHA KOPPENALMSA MEXAY HANMYUEM CUCTEM-
HOI CKNepoaepMnmn 1 pasBUTUEM 3/10KQYECTBEHHOWN
onyxosnu.

AEPMATOMMUO3UT. NOJIMMUO3NUT

OaHUM 13 TUNUYHBIX peBmaTtonorndeckmnx NMHC aB-
NseTcsa AepMaTonosiMMmMo3nT. Yactota onyxoneBoro
nepmaTo-/nonMmMmo3nTa CoCTaBNsSeT y B3POCSbIX Na-
umeHToB 15-30% cpeaun Bcex cnydyaeB 3aboneBaHus,
a y nuu, noxunoro Bo3pacta gocturaet 50%. Y 30%
nauMeHToOB C AepMaTo- 1 NOIMMMO3UTOM B Nnocneny-
IOLLLEM OMArHOCTMPYIOT pak. N3 Hux BonbLLuemMy Yncny
AMarHo3 OHKOMaToIornMm ycTaHaBIMBatoT Nocse pas-
BUTUSA AepmaToMmnoanta. Camble pacnpoCTpaHeHHbIe
JNioKanMsauum 3/10Kka4eCTBEHHbIX MPOLLECCOB — SANYHN -
K1, nerkme, Noaxenyaoo4vHas xenesa, xenynok, 06o-
[0YHas KMLIKa N HEXOOKKMHCKasa nnuMmdomMa, pak Mo-
4eBOro ny3bIps).

BeposaTHOCTb pa3BuTua paka Hanbdonee BbICO-
Ka B nepBble 3 roga nocne yctaHoOBIEHUS AnarHosa.
pynna pucka — MyX4umHbl B Bo3acTe cTtapiue 50 net
(>70%).

3aboneBaHve NPosaBASeTCs NPENMYLLECTBEHHBLIM
NMOPaXXeHNeM CKeNeTHbIX U rNaakmx MbiLL, C HapyLue-
HUeMm ee ABuraTesnibHOM GYHKLMN 1N KOXHBIMW NPOsiBe-
HUaMU. OTMeYaeTCcsl CUMMETPUYHas CriadoCTb MbILLIL,
Tasa 1 BEPXHEro Nnjie4eBoro nosica, nepeaHunx crmba-
Tenemn weun, nNporpeccupyeT B TEHEHUE HECKONbKMX
Heaesnb UK MecsaueB, MOXET OblTb MOpaXeHue Abixa-
TeNbHbIX MbILLL,, MbILLL, FTOTKW, NALLEBOAA.

Ko>XxHble nposBneHns 3aboneBaHua

® re/IMOTPONHas CbifNb HA BEPXHUX BEKAX;

® nepropbuTasnbHbIN OTEK;

® 5puTEMA Ha Nu1Le, Lee, 30He NEeKONbTE;

® nanynesaHble, OynnesHble, NeTexmasnbHble BbiCbl-
naHus;

TeneaHrnakTasuu;

oyary nUrMeHTaumm u genurMmeHTauuun, runep-
KepaTosa;

CKBaMO3HbI 3pUTEMATO3HbIN AEPMATUT Ha ThiS1b-
HOW NOBEPXHOCTM KUCTEN, B OONbLLIEN CTENEHN —
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Hapg, NACTHO-danaHroBbiIMm1 1 NPOKCUMabHbIMN
danaHroBbiMun cyctaBamMmu (CMMnTom FOTTpOHA);

® FOPU3OHTasIbHbIE JINHUM Ha faTepanbHON 1 na-
JOHHOI NOBEPXHOCTU NasbLEB U KUCTEN (PyKKn
MexaHuka);

® MNOOKOXHbIE KaNbLMHATI;

® GOTOYYBCTBUTENBHOCTb.

BOJIYAHO4YHOMNO4OBHbIA CUHAPOM

AccounmpoBaH ¢ MMMPOMON XOOXKMHA, MHOXEe-
CTBEHHOI MUENOMOA, ONYyXONISIMW NIEFrKOro, 060404HOM
KULLKW, MOJIOYHOW XENe3bl, An4Huka, andka. CuHapom
PelnHo 1 cepo3unT valle guarHoCTUPYIOT Npu ageHo-
KapuMHOMe sindHuKa. KnmHnyeckme nposiBNeHus BKIIO-
YaloT NIEBPUT, MHEBMOHUT, NEPUKAPANT, NONUAPTPUT,
MOTYT BbISIBNATLCS aHTUHYKNIeapHble aHTuTena. Bon-
YaHOYHOMOAOOHKIM CUHAPOM OT/INHAETCHA YCTOMNYM-
BOCTbO CYCTaBHO-MbILLEYHOIO CUHAPOMA K JIEYEHUIO
KOPTMKOCTEPOUOAMW U LUTOCTATUKAMU, OTHOCUTESb-
HOW pPeaKOCTbIO BUCLIepOnaTnum, TeHaeHUMen K TPOM-
60UnTO3Y N NENKOLMTO3Y, TMMNOXPOMHbLIM XapakTepom
aHeMuun, NONOXUTENbHBIMY TECTAMW HA aHTUHYKeap-
Hble aHTUTENa.

CUHAOPOM LUETPEHA

AccouumnpoBaH ¢ numdonponndepaTBHbIMU 3a-
6oneBaHMSaMU (PUCK Pa3BUTUSA HEXOOXKKNUHCKOM M-
dombl B 44 pasa Bbilwe). lNepuon mexay avarHo-
cTMpoBaHueM cuHpgpoma LllerpeHa v pasButuem
HEXOOKKMHCKON nnMmdombl — oT 4 oo 12 net. Xapak-
TepuayeTtcs NMMPOonIasMmokIeTOHHON MHOUIbTPaLN-
€1 9K30KPUHHBIX XXENe3, MPENMYLLLECTBEHHO CIOHHbIX
M CNEe3HbIX, C Nocneaylowen nx oectpykumen. B cbiBo-
pPOTKE KPOBU ONPEAENsSeTCs NOBbILLEHNE YPOBHA MO-
HOKJ10HAJIbHBIX MIMMYHO- 1 KPUOT106YJIMHOB.

AHKWUNO3UPYIOLLUA
CNOHAUJIOAPTPUT

MHC moxeT BO3HMKATb Y UL, MOXMI0ro BO3pacTa,
HEe3aBKCKMMO OT Nona, B TO BpeMs kak 6one3Hb bexrte-
peBa pasBMBaETCS NPEVMYLLECTBEHHO Y toAel MOJIO-
poro Bo3dpacta. s aton dopmbl napaHeonnacTuye-
CKOW apTponaTnm xapakTepHO aCMMMETPUYHOE Mo-
paxeHune TazobenpeHHbIX cycTaBoB. [pu kapuyHome
nuwesoga n 6onesHu XO,D,)KKI/IHa MOXET pa3BMBaATbCHA
pusomenunydeckas opma aHKUIO3MPYHIOLLLErO CMOHAM-
noaptpuTa. Hapsay ¢ cyctaBHbIM CUHOAPOMOM Y 60/1b-
HbIX 3JTOKa4eCTBEeHHbIMWN OMYXOJIAMN BO3MOXHO Nnopa-
XXeHne MArkmnx okoJiIoCyCTaBHbIX TKaHEN 1 CBA304YHOIrO
annaparta — CMHAPOM NasibMapHOro gacumta (Yawe
npw pake anyHuKa), PeuyanBupyowmnin n M1rpupyto-
WA TEHO0BArvHUT.

PEBMATUYECKASY NOJIMMUAIITUA

YKa3aHHYIO MaToNorno OTMeYaroT UCKITIOYNTENb-
HO Yy NLL MOXWUIIOrO U CTap4Yeckoro Bo3pacTa, Noa-
TOMYy, MPEexXae 4eM TPaKTOBaTb PEBMATUYECKYIO MO-
NMMnanrnio Kak camocTtosaTenbHoe 3aboneBaHue,
HeobXoAMMO NPOBECTU TWaTeNbHbIM OHKONOrn4ye-
CKUW NOUCK.

XapakTepunayeTtcs 60/1bl0 B MPOKCMManbHbIX OTAE-
nax nae4yeBoro 1 Ta30BOro Nosica, OTCYyTCTBMEM Nopa-

XEHNSA CYCTaBOB, IMXOPAAKOW, 3HAYUTENbHbBIM NOBbI-
LHeHNnEeM CKOPOCTHN ocenaHuna apnuTpounTOB.

TMNEPKAJIbBULMEMUWYECKAYA
APTPOMNATUSA

Yalle oTMevatoT Npu pake MOJIOYHOW Xeneabl, ner-
KOro 1 no4km. OCHOBHbIE KITMHUYECKNE NPOABIEHNS —
MbilleyHas 601k 1 cnabocTb, occanrus, aHopekcus,
apuTMUS, Nonnypus, BbiCTpas yTOMASEMOCTb, COHMN-
BOCTb. He06Xx0aAMMO 0TMETUTb, 4TO Y 20% 60SbHbIX M-
nepkanbuuemus npotekaet 6eCCMMNTOMHO.

Y3JIOBATAA SPUTEMA

XapakTepun3yeTcs NosiBIeHNeM Ha Koxe pasrmnba-
TeNbHbIX MOBEPXHOCTEN KOHEYHOCTEN, Yalle — B 00-
nacTu roneHemn, 601e3HEeHHbIX SPKO-KPaCHbLIX MIOTHBLIX
y3/10B, COMPOBOXAaETCH NOBbILLEHMEM TEMMePaTypbl
Tenawn nonnapTpanrmeit. Obbl4HO Yepes 2—3 Hen y3ribl
©eccnenHo 1cyesaroT, HO BO3SMOXHO pPeunamBupyto-
Lee TeYeHue.

NMAHHUKYJIUT
(CUHOPOM BEBEPA — KPUCYEHA)

OnyxonbacCoLUMMPOBAHHbIV MAHHUKYINT OTMEYaIoT
B 5-10% cnyyaeB paka noaxenyno4Houm xenesbl. Xa-
pakTepPmn3yeTcs CUCTEMHbBIM PeLOVBUPYIOLWMM BOC-
naneHnem KOXU 1 MOAKOXHOM XNUPOBOWN KneT4aTku,
YTO NPOSABASETCA OCTPbIM PA3BUTUEM OONIE3HEHHDIX,
obpasoBaHNEM YMEPEHHO MJIOTHbIX Y3€KOB AnamMe-
Tpom 0,5-5 cm n 6onblue. 3aboneBaHne MOXET NPo-
TekaTb C NOoBbILLIEHMEM TeMMnepaTypbl Tena Ao cybde-
OpUNbHBLIX MK GeBPUIbHBLIX LUdP, NoNnMapTPanrnen,
HaM4YMeMm NenkoumTosa, 903MHOPUANN, NOBLILLEHN-
€M CKOPOCTU OCefaHnsa 9pUTPOLUTOB B nepudepmnye-
CKOW KPOBM. Halue nopaxatTcs KOHe4YHOCTU. B Teve-
HVE HECKOJIbKMX HeAeNb YMIOTHEHWS CMOHTAHHO UC-
4ye3aloT 1 Yepes3 HeKOTOPOE BPEMS PELNANBUPYIOT.
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NMAPAHEOIMJIACTU4YHI CUHOPOMU
B PEBMATOJIOTIYHIW MPAKTUL

I.O. lpoueHko

Pestome. Y cTarTinpeacraBieHi 0cob/iMBOCTi Npo-
SIBIB NapaHeoniacTmiHnUX CUHAPOMIB y PEBMATO/10-
rii. BucyHyTo KiyibKka rinote3s Loo rnatoreHe3y rapa-
HeorniacTu4YHUx cuHapomiB. lNpencrtasBieHo knacu-
Qikauito napaHeon1acTn4HOro CUHAPOMY Ta KJTiHIYHI
popmu, ki HandacTilLe HasiBHI 'y rnpakTuLy Jikapsi-
peBmMartosiora.

KniouoBi cnoBa: napaHeonnactTu4Hi CAHAPOMMU,
CUCTEMHI ayTOIMYHHI 3aXBOPIOBAHHS, MYXJINHHI
3axBOPIOBAHHS, PEBMATUYHI XBOPOOMU.

NNIKAPKO-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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PE®GEPATUBHA IHOOPMALIA

Mpenapart oT nogarpbl CHUXXaeT
PUCK Ppa3BUTUSA CEPAEYHO-COCYAUCTbIX
CcoObITUIA

lMoaroroBuna AHHa AHTOHIOK

KonxuumH, cpeacTtso, Bavsiiolee Ha 06MeH MoYe-
BOW KNCOTbI 1 aBnstoLeecsa adPeKTUBHbIM Mpm No-
parpe, Takxke MOXeT CHU3UTb PUCK CEPAEYHO-COCY-
OMCTbIX COOLITUIA 1 CMEPTU OT BCEX NMPUYMH. K TakoMy
BbIBOAY NPULLM y4eHble [apBapaCcKo MeANLMHCKON
wkonbl (Harvard Medical School), CLUA, ony6nu-
KOBaB pe3ynbTaThl nccnenosaHug B «Annals of the
Rheumatic Diseases». OHUM BbISBUAM, YTO N1ua, Npu-
MeHsoLWmMe 3TOT npenapar, MMen MeHbLLYIO BEPO-
ATHOCTb YKa3aHHbIX COObITUI MO CPABHEHMUIO C TEMU,
KTO HE NPUHUMa KONXULUMH.

MccnepoBaHme yyeHbix OblI0 peTPOCNEKTUB-
HbIM 1 BKJIlOYANO aHanuM3 gaHHbix 6a3bl Medicare
claims 3a nepuog 2006-2011 rr. B ero xone akc-
nepTbl XOTENM NPOBEPUTL FMNOTE3Y NPOodUNaKkTU-
4yecKkon aPPEeKTUBHOCTM KOJIXNLMHA B OTHOLLIEHUN
CepaevyHO-cocyamncToro pmcka y naymeHToB ¢ no-
[arpon, KoTopble U3-3a CBOEr0 peBMaTUYeCckoro
Henyra noaBepXeHbl 6oee BbICOKOMY PUCKY pas-
BUTUS aTepockyiepo3a. OcHoBOW aas paboTbl cne-
LMANNCTOB NOCAYXWUAN pe3dynbTaThl NPeabIAyLLErO
nccrnenoBaHns NpUMEHEeHUd npenapaTa ons BTO-
PUYHON NPODUNAKTUKN CEPLAEYHO-COCYANCTLIX CO-
ObITUIA.

YyeHble cpaBHUNM AaHHble 501 naymeHTa c noga-
rPON, KOTOPbIE BNEPBbIE MPOXOANIN IEHEHNE KONMXM-
LMHOM, ¢ TakoBbiMK 501 naumneHTa, He NPUMEHSIOLLINX
aToT npenapart. B cpeaHemM 3a COCTOSIHMEM y4aCTHU-
Ka nccnepoBaHus Habnoaanm B TedeHmne 16,5 mec.
K nepBuYHbIM cCEPOEYHO-COCYANCTLIM COOLITUSIM OT-
HOCUNN MHDAPKT MMoKapaa, MHCYbT U TPAH3UTOP-
HYIO MLLIEMNYECKYIO aTaky. KO BTOPMYHbIM — Hanuyne
Kakoro-nmbo rnepBUYHOro COObITUS B KOMOMHaLMN

C PEeBaCKYNSpU3aLVOHHON NPOLLEeAYPOV AN CMepPTHr
OT NOBbIX MPUYUH.

Cneunannctbl coobwmnm o 28 NepBUYHbIX
CepheyvyHo-CcoCyanucTbiX COOLITUAX Y NnL, NpUume-
HABLUNX KONXUUUH, U 82 — y TeX, KTO HE NPUHU-
Man aToT npenapart, C YypoBHEM 3ab001eBaeMoCcT
35,6 1 81,8 Ha 1000 yenoBeko-neT COOTBETCTBEH-
HO. [locne npoBefeHns KOppekumn pedynbTaToB
C y4eTOM BO3pacTa, nosa, pacoBOW NMPUHAOIEXHO-
CTU, CEMEWNHON NCTOPUM CEPOEYHO-COCYONUCTbIX 3a-
6oneBaHui, apTepuanbHON r’MNepTeH3nmn, CaxapHo-
ro gnabeta, dakTopa NPMMEHEHNS CTaTUHOB, aue-
TUNCANMNUWUIOBOM KUCOThI, aHTUIFUMEPTEH3NBHbIX,
HEeCTepPOMOHbIX MPOTUBOBOCNANINTENbHLIX Mpena-
paToB M CENEKTUBHbIX MHIMOUTOPOB LMKI00OKCUre-
Ha3bl-2, TabneTnpoBaHHbIX GOPM FIOKOKOPTUKOU-
[0B, aINIONypUHONA, a Takxe pakTopa KypeHus, NH-
[ekca Macchbl Tena, HanM4Yns XPoHNYecKom 601e3Hn
NoYeK U TEPMUHANBHOWM cTaanm 60N1e3HN NOYEK OHN
YCTAHOBUIU, YTO PUCK Pa3BUTUSA MEPBUYHOIO Cep-
[e4HO-COCYANCTOro COObITUS Yy NALMEHTOB, NpUMe-
HAOLWMX KONXUUMWH, HAa 49% HnXe, YeM Yy TeX, KTO ero
He npuHuMan. lNpn 3TOM CMEPTHOCTbL OT BCEX Mpu-
YWMH y NepBbIx Obina HUxe Ha 73%.

Tem He MeHee cneumanncTbl HacTanBaloT Ha NOA-
TBEPXOEHVM PEe3yYNbTaToB NyTeM NpoBeaeHUS paHO0MU-
31POBAHHbLIX KOHTPOIMPYEMBbIX UCCNEA0BAHUIN, MOCKOJb-
KY Y4YeHble, npexae BCero, noctaBuiv Lesb NPoBEpPUTb
rmnoTesy 0 NPOPUNaKTUYECKOM NMOTEHLMANE KONXMUMHA
B OTHOLLUEHWN CEPAEYHO-COCYANCTbIX COOLITUIA.
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