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TpyAHbINA NauueHT: overlap-cuHAPOM,
napaHeonJlaCTUYeCKUM CUHAPOM
WAU CNy4YanmHaa NoJIUMOPOMAHOCTD?

U.B. Eropos

AHO «Mlucmumym uHmezpamusHoul cemeliHol mepanuuy; Poccus, 2. Mocksa

PE3IOME

Llenb cTatbu: onucatb KnuHuueckuit cnyyail CRST-cuHApomMa B COYETaHUN C OHKONIOTUYECKUM 3ab0NeBaHeM.

OcHoBHble nonoxenus. fayuesmxa C., 64 net, obpaTunach ¢ xanob6amu Ha roOBOKPYKEHUE, CKOBAHHOCTb B KUCTAX, OHEMEHWE MaNbLEB pyK,
CHWXeHue anneTuTa. Mocne TwarenbHOro onpoca U ocmMoTpa Gbina 3anof03peHa CUCTEMHAs CKNEPOAEpPMUs, U Ha3HauyeHo [006CNefOBaHue,
BK/lOYaBLUEE PYTUHHbIE KNMHUYECKUE W GUOXMMUYECKMEe aHanu3bl, TUPEOUAHYIO NaHenb, ONpeAeneHWe PeBMATONOrMYeCKUX noKasateneil,
a TaKXXe OHKOMApKEepOB, PeHTTeHorpactuio OpraHoB rpynHON KIETKM, ynbTpasBykoBoe ucciefoBarue (Y3W) opraHos 6prowHoi nonoctu, YU
WMTOBUAHOI Xene3bl, aneKTpokapanorpactuio, axokapamorpaduio u 33otaroractpogyoaeHockonuio. Mo faHHbIM 06CNef0BaHUSA YCTaHOBIEH
AWarHo3 afeHoKapLMHOMbI aHTPaNbHOTO OTAENA KeNyAKa, a Takke NMMUTUpoBaHHO! cknepofepmun (CREST-cuHApoM) B coyeTaHUM C XPOHU-
YecKMM ayTOMMMYHHbIM Tupeouautom (XAUT). TeyeHne GonesHu nouytu nonHocTblo yknaabisaetcs B CREST-cuHpapoM, HO He 6blio MonyyYeHo
NOATBEPXKAEHUA AUChYHKLUMM nuLeBoaa uan 33odarnuta (B 3TOM ciyyae WHOTAA Ucnonb3ytoT TepMmuH CRST-cuHppom). B octanbHoM xe Hanu-
YMe NMMUTUPOBAHHOTO BapuaHTa CKAepPOAepPMUM He Bbi3biBaNO coMHeHusA. Cnyyau, korga XAUT conpoBOXAan CUCTEMHYIO KPacHYIO BOYAHKY,
CUCTEMHYIO CKnepoaepmuto, cuHapom LerpeHa, cmewaHHble 3a60n1eBaHNA COEAMHUTENBHOM TKaHW U Mp., HE TOJIbKO OMMUCAaHbI, HO U U3y4Yanuch
Ha NpefMeT NepeKpecTHbIX COCTOAHNIT — overlap-cuHApoMOB.

3aknioueHue. MartoreHeTMYECKUE MEXAHU3Mbl aCCOLMALMM PA3NNYHBIX QyTOMMMYHHbIX 3a00N1€BaHuMit O KOHUA He sicHbl. TpegnonaraioT, YTo
KNtoYeBylo ponib B hOPMMPOBAHUM NOANAYTOMMMYHUTETA UrpatoT fedeKTbl UMMYHHO! CUCTEeMBbl, aCCOLMMPOBAHHbIE C NOAUMOP(U3MOM pa3-
JIMYHBIX TEHOB, B COBOKYNHOCTU C (haKTOpamu BHelWHeH Cpefbl U rOpMOHaNbHbIMKU HapylweHusMiu. O6HapyXeHWe OHKONOrMYeCKoro npouecca
y Halei NaLMeHTKU He BIMAAUT CyYailHbIM: B pe3yabTaTe ayTOMMMYHUTETA, aGEPPAHTHOTO UMMYHHOTO OTBETA MU UCMONb30BAHUA UMMYHO-
MOZYNMPYIOLLMX NPenapaToB MHOTWE U3 PeBMaTUYECKMX 3a001€BaHNIA, NO-BUAMMOMY, MOBLIWAIOT PUCK Pa3BUTUA HEOMNA3NIA.

Knwoyessle cnosa: apeHokapunHoma xenyaka, CREST-cuHapom, NUMUTUPOBAHHAA CKNEpOAEePMUA, XPOHUYECKUII ayTOMMMYHHbIA TUPEOUAUT,
overlap-cuHApOM, napaHeonnaTU4eCKit CUHAPOM.

KOHdJﬂMKT UHTEpecoB: aBTOp 3asAB/AeT 06 OTCYTCTBUMN BO3MOXHbIX KOHq)J'II/IKTOB WHTEepecoB.

Ina uutuposanua: Eropos W.B. TpygHblit nauueHT: overlap-cMHLpPOM, MapaHeonnacTUYecKUil CUHAPOM WAKM Cly4YailHas NoAUMOPOUAHOCTL?
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Difficult patient: overlap-syndrome, paraneoplastic syndrome
or random polymorbidity?

I.V. Egorov
ANO "Institute of Integrative Family Therapy"; 56 Varshavskoe Shosse, Bldg. 2, Moscow, Russian Federation 117638

ABSTRACT

Objective: to describe a clinical case of CRST syndrome in combination with an oncological disease.

Materials and methods. Patient S., 64 years old, complained of dizziness, stiffness in the hands, numbness of fingers, loss of appetite. After
a thorough questioning and examination, systemic scleroderma was suspected and an additional examination was prescribed, which included
routine clinical and biochemical tests, a "thyroid panel”, rheumatological parameters, tumor markers, chest x-ray, ultrasound of the abdominal
cavity, thyroid ultrasound, electrocardiography, echo gastroscopy.

Results: Based on the examination data, the diagnosis was made of adenocarcinoma of the antrum of the stomach, as well as limited
scleroderma (CREST syndrome) in combination with chronic autoimmune thyroiditis (CAIT). The course of the disease almost completely
fits into the CREST syndrome, but there was no confirmation of esophageal dysfunction or esophagitis (in this case, the term CRST syndrome
is sometimes used). The rest of the limited version of scleroderma was beyond doubt. Cases when CAIT accompanied systemic lupus
erythematosus, systemic scleroderma, Sjogren's syndrome, mixed connective tissue diseases, etc., have not only been described, but also
studied for overlap conditions - overlap syndromes.

Conclusion. The pathogenetic mechanisms of the association of various autoimmune diseases are not completely clear; it is assumed that
the key role in the formation of polyautoimmunity is played by defects of the immune system associated with polymorphism of various genes,
in combination with environmental factors and hormonal disorders. And the detection of an oncological process does not look random:
because of autoimmunity, an aberrant immune response, or the use of immunomodulatory drugs, many of the rheumatic diseases seem to
increase the risk of neoplasia

Key words: gastric adenocarcinoma, CREST-syndrome, limited scleroderma, chronic autoimmune thyroiditis, overlap-syndrome, rare disease,
etiology, diagnostic research, paraneoplastic syndrome, methodology of diagnosis.
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TEPATIUA ||

BBEJEHUE

EcTb nmauueHThl, KOTOpble MMEKT Kak Obl HECKONbKO «ClOEB»
pa3nyHbIX NATONOrMiA. A KOrfa HauMHaewb YnTatb nUTepaTypy
«NO TeMey, BbiACHsEWb, YTO yBUAEHHas ToOOW «MHOroCnoMn-
HOCTbY» y3Ke BCTpeyanach fpyruM u He pa3 1 YTo y Hee eCcTb Aaxe
CBOE Ha3BaHue.

AyToMMMYHHble 3300N€BaHNA LWMTOBUAHON Xenesbl, B TOM
ynucne 6bonesHb lpeitBca M TMpeoMAMT XalWKMMOTO (XpoHUYec-
KWt ayToMMMyHHbI Tupeouant, XAUT), npekpacHo u3BecT-
Hbl He TONbKO 3HAOKPWUHONOraM, HO U TepaneBTam M Bpayam
obuieit npakTUkKU. 3T opraHocneunduyeckue ayTOMMMyHHbIE
paccTpoiicTBa BCTPEYAKOTCA B OCHOBHOM Y EHIUWUH CpPeAHero
Bo3pacta. OCHOBHbIMM X XapaKTePUCTUKAMU ABAAIOTCA TUMEPO-
LMTapHas UHOUALTPALMA WUTOBULHOM XeNnesbl U Hannuue Lup-
KYNUPYIOLWMUX UMMYHOMNOOYIMHOB K TEM WK WHBIM CTPYKTYpaM
opraHa: aHTuTena K Tupeonepokcupase (aHtu-TM0), Kk Tupeo-
rmnobynuHy (aHTn-Tr) v k TTM-peuentopam (aHTu-pTTr) [1].

YnomsaHyTble TMpeonaTumn 4acTo COBNAAaloT C APYrumMu ayTo-
MMMYHHbIMU GONE3HAMM, NOPOXAAsA KOHLenumio overlap-cuHa-
poma (nepekpecTa), KOTOpPbIA ONpefenseTcs Kak CocylecTBo-
BaHWe ABYX Unu Gonee ayTOMMMYHHbIX PacCTPOMCTB Y OJHOTO
yenoseka [2, 3]. Huxe npuBefeH Kak pa3 TakoW KAWHM-
yeckuii cnyyan.

KNUHUYECKUIA CIYYAN

B 2017 ropgy Ha ambynaTopHblii MpUEM B YACTHYK KIAUHUKY
obpartunace nayueHmka C., 64 net, 6yxrantep no npoceccuu.
OHa npeabsBnAna *anobbl Ha ycTanocTb, BbiNafeHue BOJOC,
3MOLMOHANbHYI0 1abunbHocTb. Mpu Gonee nogpobHOM onpoce
[06aBUANCH KaNobbl HA 3anopbl, NOCTOSHHOE XKenaHue cnarb,
rONIOBOKPYXEHWUE, CKOBAHHOCTb B KUCTAX, OHEMEHWE NanbLeB
PYK, CHUKEHUWe annetuTa.

MalneHTKa — MKeHUMHA C NUWHUM BECOM, ee Lo OblNo
TUMOMUMUYHBIM, B3MAL — COHAMBLIM. YXKe Ha 3TOM 3Tane
U Xanobbl, n habitus 60NbHOI HATaNKMBANAW HA MbICAb €CIW
He 0 MUKCefieMe, TO, BO BCAKOM CJlyyae, O rMnoTupeose.

AHamHes 6one3Hu. Okono 10 neT nauueHTKa CTpajaeT yme-
peHHon Al, ucnonb3yeT nepuHAoONpuWa U aMNOAUMNUH B BuUpe
cB06OAHOW KOMOMHALMM JXKEHEPUKOB, HAa (hOHe KOTOpbIX cpea-
Hee ALl B TeyeHue AHA AepxuTCAa Ha yposHe 150-160/90-
95 MM pT. cT. CoobUMNa, YTO U POAUTENM ObIAN TUNEPTOHMKAMMY,
oTel, yMep OT UHCyNbTA.

YyscTByeT cebst OTEUYHOI, FOBOPUT, YTO «IULO MHOrAA 6yaTO
TECTO U3 XOJ0AMNbHUKA». B toHOCTM Gblna CTPOiiHOIA, nocne
30 NeT «KakK-To cpasy» Habpana 7-8 Kr, ¢ uem npoxuna nert
ABaguatb. Ho B nocneaHue 3—-4 roga crana 6bICTPO MOJHET,
HabpaB okoio 15 Kr. He cBA3biBaeT 3T0 C nepeefiaHueM Unu
M3MEHEeHWEeM [IBUTaTeNIbHOrO PeXunma, roBOpuT, 4To efa u pusu-
yeckas aKTMBHOCTb «OOblYHble, KaK OblNM BCeraa», a BOT VX
nosirofa Kak 1 ecTb 0COOEHHO He Xo4eTcs. (3aMeTUM B CKOOKax,
YTO AANEKO He Ka[bli MOMHbIA YenoBek 06bEKTUBHO OLEHUBA-
€T 00beM cbefaemoil NuLK. A 4To KacaeTcs GU3NYECKOW aKTUB-
HOCTU, TO, fiaXKe He 3Has UCTOPHUIO Hale B6ObHOI, MOXHO ObINO
He COMHeBaTbCs, YTO B MOCNEAHMWI rof UAW faXe B nocnegHue
rofbl OHa ABWranack mano.)

Okono 7 neT «My4yaeT OCTEOXOHAPO3». 3TO NposBAAeTcA
60/bl0 B Wiee, OHEMEHMEM B MasblLax pyK, YYyBCTBOM CKOBaH-
HOCTU B KUCTAX, KOCOBEHHO 3UMOII MAM KOTrAa NOHEPBHUYAET».
MoHayany nanblibl fjaxe oTeKanu, Koraa «XoHAPO3 060CTPANCA»,
noTOM NepecTany, yKe HeCKObKO NeT He oTekatoT. Obpatanacs
K HEBPOJIOTY MOAUKAUHUKMW: NO pe3y/ibTaTaM pPeHTreHoNornyec-
KOro o6cnefoBaHNs BbICTABNEH AMATHO3 LWENHO-TPYAHON Aop-
conatuu. MpuHumana HMBI, gBaxabl 3a 3T rogbl Npoxoauna

KYpC Maccaxa 1 hu3noTepanuu: ¢ ee CloB, CHavana «TabneTku
nomornuy, 3atem — 6e3 adekTa.

3anopbl UMeKT MeCTo 0KONO 2 NIeT, NO3TOMY He CBA3biBaeT
MX CO CHUXEHWEM anneTuTa, KOTOpOe 3ameTuna B Mociep-
Hee BpeMms. He MoXeT cKa3aTb TOYHO, HO COHIMBOCTb, CMEHY
HaCTPOeHWs, BbiNafleHe BONOC OTMEYaeT rof Unu YyTb bonblue.
Habniofaetcs TepaneBTOM MOMUKIAMHUKA W3-33 TUNEPTOHUM,
y 3HAOKpMHONOra He Gbina. Ha faHHylo KoHcynbTauuo obparu-
N1ack MO peKoMeH[auum1 noapyru.

06vekmusHO: COCTOSHWE YAOBNETBOPUTENbHOE. [l0BbI-
WeHHOro nuTaHuA: macca Tena — 82 Kr, poct — 166 cm.
Jlnyo GnefHoe, cnerka oAyTioBaToe, MUMUKA obefHeHa.
TeneaHrnakTasum B 061aCTU HUXKHEN ryObl, @ TaKXKE Ha TPyAu,
XuBote n cnuHe. Koxa cyxas, Ha WeKax ymioTHeHa, naoxo
cobupaetcs B CKNafgKy, a Ha nanbLax pyK — CWAbHO ynnoT-
HEHa, VTOJIWeHa, Haj NMPOKCUMANbHBIMU U CpesHUMK danaH-
ramu BbIAAUT GnegHoit M GnecTsiweid, GYATO HATAHYTOIA.
Mpu nomeleHnn KUCTel NOA CTPYIO XONO[HOW BOAbI KOHYMKH
nanbues obeux pyk CTanu noytu GenbiMK, a 3aTeM B TeyeHUe
~10 MUHYT NoKpacHenu.

loneHu BbIMAAAT OTEYHbIMU, HO NPW HAAABAMBAHWUU HA HUX
AMOK He ocCTaérca. B obnactu pasrubatenbHON NOBEPXHOCTM
JIOKTEBbIX M KOJIEHHbIX CYCTAaBOB O0OHApyXMBajnacb MenKas,
OYeHb NJI0THas OYrpucTocTb (rpaHynemMbl? KanblLMHaTbI?).

Bugumble cnusuctble 06bIYHOM OKpacku, uucTble. 3eB
4uCTblii. Hap nerknmy nepKyTOpPHbLIA NEroyHblit 3BYK, BE3UKY-
napHoe AbixaHue, xpunos Het. YAL — 16 B MuH. ToHbl cepaua
rnyxve, put™m npasuabHblit. YCC — 68 ya/mMuH, ALL — 160/90 MM
pT. CT. S13bIK BNAXHbII, CEPOBATHIN HAaNeT Ha CNWHKe, rMybokue
oTneyatku 3y60B no Kparo.

XuBoT MmsaArkmit, cnabo 6GonesHeHHbIt B 3NUracTpanbHol
W NpaBoil MOAB3LOWHOK o6nacTax. leyeHb He yBenuyeHa.
CeneseHka He nanbnupyetcs. CUMNTOM NoKoNaYMBaHUA OTpULA-
TeNbHbIN ¢ 06eUx CTOPOH. In3ypumn Her.

MpepBapuTenbHbll AnarHos: CuHOopom eunomupeosa (?)
Cucmemnas cknepodepmus (?) [unepmoHuyeckas 60s1e3Hb
2-0 cmaduu (Al 2-(i cmeneHu co CpeOHUM puCKOM Cepoey-
Ho-cocyoucmsix ocnoxHeHuld). llepssili yHKUUOHANbHBIU KAacc
no NYHA.

Bbino pacnucaHo obcnefoBaHue. OHO BKKYANO PYTUHHbIE
KIMHWUYeCKWe 1 BUOXMMUYECKUE aHaNN3bl, TUPEOUZHYIO NaHEeNb,
onpefeneHne peBMaToNornyeckux nokasarenei, a Takxe OHKo-
MapKepoB, MOCKONbKY ayTOMMMYHHbIE MPOLLECChl Y MOXUIbIX
Ntofeil MoryT BO3HMKATb B paMKax napaHeonnacTuyeckoro
cuHapoma. Kpome Toro, mepBMYHbIA NiaH BKAOYAN peHTre-
Horpacuto rpyaHoi knetku, Y3 opraHoB GpioWwHON nonocTy,
Y3 wwutosuaHoit xenesbl, IKI, IxoKl. N3yyeHne matepuanos
u3 WNHTepHeTa TOXe MPUHECNO CBOM MAOALI: VKE K cnepyto-
WeMmy yTpy npefcTaBieHue o 3aboneBaHuM cTano kypa Gonee
0thopMeHHbIM. Pe3ynbTaThl Ha3HAYEHHbIX TECTOB OblIN NoJyYe-
Hbl B TeYeHWe ABYX-Tpex AHeil. puBefem nulb TO, YTO UMENo
3HayeHWe Ans Halero ciyyas.

KnuHuueckoe obcnefoBaHne BbiABUNO CleylolLee.

C03 — 19 wMmM/y, ypoBeHb o0OLEro XxonectepuHa —
6,2 mmonb/n, JNIMHMN-xonectepuHa — 3,7 MMoONb/A, TpUTu-
uepugos — 2,1 mmonb/n, romounctenHa — 18,2 mMkmonb/n

(Hopma: 4,44—-16,56 mkmons/n), 25(0H)D — 13 Hr/mn (Hopma:
30-90 Hr/mn). lemorno6buH 6bin B HopMe (132 r/n), a ypoBeHb
tepputnHa nosbiweH (194 mkr/n).

KoHueHTpauus TTT — 16 MkME/mn (Hopma: 0,4-4,0 MKME/
mn), T4 (cB.) — 2,1 nmonb/n (Hopma: 9-19,05 nmonb/n), aHTU-
TNO — 280 ME/mn (Hopma: 0-5,6 ME/mn), aHTu-TI — 181 ME/mn
(Hopma: 0—4 ME/mn), aHTu-pTTl He 0BHapyxeHbl (Hopma < 1,0).

Kapanosorusa Tepamua. Tom 19, Ne 11 (2020)
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AHTuUeHTpOMepHble aHTMUTena — 235,5 ME/mn (Hopma:
0-10 ME/mn), aHTuTena k aHTureHy ScL70 — 3,0 ME/mn (Hopma:
0-15 ME/mn), peBMaToOUAHbI haKTOp — OTpULATENbHbINA.

YposeHb CA 72-4 — 16,3 En/mn (Hopma < 6,9 Eg/mn).

Mpn peHTreHorpadunm OpraHoB TFPYAHON KNETKU: YUCTble
NIeroYHble MoAs, HEKOTOPOe yCuieHUe BO3AYLWHOCTU B HUMHUX
oTaenax, TeHb cepaua — 6e3 ocobeHHoctert. Mpu Y3N wutosua-
HOW 3enesbl 06WHNit 06beM yMeHbleH [0 6,0 cM?, BbIpaXKeHHas
HEOAHOPOLHOCTb CTPYKTYPHI, YCUNEHWEe KPOBOTOKA A0 48 cM/cC
(npu Hopme 18-22 cm/c).

3Kl B nokoe 6bina HopmanbHoii. Honnep-IxoKl nokasa-
na KoHueHTpuyeckyto runeptpoduio JIXK po 12 mm, dpakums
Bblopoca — 68%.

Mpu Y3 opraHos GpiowwHOi nonocTn BbisBAeHbl Anddy3-
Hble M3MEHEHUA B MEYEHW U NOMLKENYAOYHOW enese. Bpay,
NpOBOAWBLINIA WUCCNeOoBaHME, MPOBEPUA [ATYMKOM ByrpucTbie
00pa3oBaHNA Ha KOJNIEHAX U JIOKTAX. Ero MHeHue OblN0 OAHO-
3HAYHBIM: Ka/ibLIMHATHI.

WTak, puarHos ctaHosuics Bce Gonee oyeBupHbIM. Ho M
NOATBEPXKAEHHBI TUPEOUANT, U HeoOblYHas (opma cknepo-
LepMUM, O KOTOPOI Mbl MOFOBOPUM YyTb MO3Xe, OTXOAWUM
Ha 3afiHUN NNaH, NOCKONbKY MbICIM O NapaHeonaacTUYeCKoM
XapakTepe CMMNTOMaTUKM BHE3AMHO HaWAW MNOATBEPXAEHME
B VBEJIMYEHHOM YpOBHe OHKomapkepa. CA 72-4 y B3poc-
nbix o6Hapyxusaetca B anutenuun KKT u pgpyrux opra-
HOB W accoUMMpOBaH B NEPBYID OYepefb C PAKOM Kejyaka.
Mo3TOMy HEyAUBUTENLHO, YTO CEAYIOWMM Xe UCCNefoBaHNEM
Gblna racTpocKonus.

3MAC: nuwesog cBo6oAHO NpoxoauM. B aHTpanbHoM oTaene
[Ba M3bA3BAEHHbIX MOAMUMOBMAHbIX 0OPA30BaHUA [UAMETPOM
L0 2 M Kaxpoe. buoncus n3 onyxonu nokasana kKapTuHy BblCO-
KoauthhepeHUMpoBaHHON TYOYNAPHON afeHOKapLUHOMBI.

3aKknounTenbHbI AnarHo3: AOeHOKapyuHoOMa aHmpanbHo20
omdena xenyoka. CREST-cuHOpom (numumuposaHHas cKaepo-
Oepmus). XpoHudeckuli aymoummyHHbIl mupeoudum, CUHOPOM
eunomupeo3sa. [unepmoHuyeckas 6onesHs 2-i cmaduu (Al
2-0i cmeneHu ¢ BbICOKUM PUCKOM CepOeYHO-COCYOUCMbIX OCIOK-
HeHuli). lepsbili pyHKyuoHanbHbIG Knacc no NYHA.

[lanbHeillwee neyeHne nauMeHTKa NPOXOAMAA Y OHKOMOrOB,
3HAOKPUHONOrA U peBMaTosiora.

CsoGofHas KOMOMHAUMA [AXKEHEPUKOB NepuHAonpuna u
amnofunuHa Obina 3aMEHeHa Ha OPUTUHANbHYIO GUKCUMPOBAH-
Hyt0 KOMOMHaLMIO B Tex Xe f03ax (Kak npaBuio, 3T0 cpasy npu-
BOAWT K 3HAYMMOMY AOMOJHUTENBHOMY aHTUFMNEPTEH3UBHOMY
3¢hdekTy) u HazHayen Butammu D, B nose 50 000 En B cyTku.
Cpa3y peKkoMeH[0BaHO HayaTb NpueMm NeBOTUPOKCMHA B A03€
25 MKr ¢ noBbllweHnem ee go 50 MKr yepes 2 mecaua.

Yke yepe3 Hepento 60AbHOM NPOBEAEHA TOTANbHASA FAaCTPIK-
TOMUA. YnaneHHas onyxosib KnaccuduumpoBaHa Kak TybynspHas
afieHoKapLUMHOMA C MOBEPXHOCTHOW MOACAN3UCTOI MHGDUALTPa-
umneit TN M.

OBCYXXEHUE

WTak, Ha npuem npuwna nayueHTka 64 net, KoTopas Habnio-
[3eTCA B MOJUKIMHUKE B CBA3W C TUNEPTOHMYECKOW Gones-
HblO U ocTeoxoHApo3oM. OfHaKo yxke Ha atane c6opa anob
BO3HWK/IO BreyamieHue o runotupeose. Hepeako ero nposs-
JIEHUSt B MOXWUNOM BO3pPAcTe MOryT PaccMaTpuBaThCs W Bpa-
YOM, M MALMEHTOM KaK «NpPU3HAKW HOPMAsJbHOTO CTapeHUs»,
NOCKOJIbKY TaKMe CUMNTOMbI, KaK CYyXOCTb KOXU, anoneuus,
€nabocTb, CHUXKEHUE KOTHUTUBHBIX (DYHKUMIA, CXOfHBI C Mpo-
ABNEHUAMK npouecca ctapeHus. Ho, Tak uiau uHade, B cove-
TaHUM C Xanobamu Ha 3anopsbl, roNOBOKPYKEHWUE, COHNUBOCTL

W CKNOHHOCTbIO K Gpagukapaun (68 yo/MuH Ha doHe npuema
aMNIOAUNUHA) COCTOSHME NALUMEHTKU TpeboBano YTOYHEHUs
VYPOBHei rOpMOHOB WHUTOBUAHON 3Kenesbl U aHTUTEN K Heil [4].
CHMXeHMe anneTuTa BO3MOXHO MpW TUNOTUPEO3e, HO noTe-
ps annetuTa — CUMNTOM CKOPEe paKa Xenyaka, Hexenu
ropMmoHanbHoro guc6anaHca. XAUT Gbin NoATBEPKAEH U Nabo-
patopHo, u npu Y3W.

Kyaa BaxkHee Obl0 CNOXMTb BOEAWHO CUMMTOMbI APYrou
TsKenoi 6GonesHu. Bo Bpems onpoca Bpay HEBONbHO OTMe-
YaeT BHEWHMe 0COOEHHOCTU CUAAWEro HampoTUB YenoBeKa.
AMUMUYHOE OfyTNIOBATOE JIMLO MOMIO ObiTb NPU3HAKOM Kak
MUKCeLEeMbl, TaK W... cknepogepmuu. lpu cuctemHon dopme
KOXa CTAaHOBWTCA OTEYHOII, @ 3aTeM YNIOTHAETCA, U ee C Tpy-
LOM yaaeTcs cobpatb B Cknaaky. M3-3a nnoxoit nofBMKHOCTM
M aTpoduM KOXM NULO CTAaHOBUTCA MAcKOOOpa3HbIM, 4YepThbl
€ro 3a0CTpsAlTCs, GONbHOM HE MOXET WWPOKO OTKPbITH POT.
Mo3gHee nopaxeHHas Koxa nopBepraetcs atpoduu, Cuib-
HO MCTOHYaeTCcA.

CocuckononoGHble ManbLbl ¢ Kak 6YATO HATAHYTO GeaHO
KOXel — He YTO MHOE, KaK CKNepoAaKTUNNS, ele OAWNH NPU3HAK
CKNepoAepMuUmn. BonbHble XanyloTca Ha ollylieHWe NoKanblBa-
HUA U 3y[, YYBCTBO CTAHYTOCTU U OTPaHWUYeHUA B [BUKEHUAX
cycTaBoB. He 06 3ToM i roBopunia Hawa nauuentka? OHa onu-
cana TaKxe W OTeK NasblieB, KOTOPbIA BO3HWKAeT Ha nepBoii
CTaguu cknepogaktunuu (e nomornu B ToT pa3 HIMBIM, notomy
4TO OTEK MMEET BOCNANUTENbHOE MPOUCXOXKAEHMUE), @ YK 3aTeM
KOXa HauMHaEeT YNIOTHATLCA.

B Hawei ctpaHe ¢ cepeanHbl 1970-x rr. Ans noCTaHOBKM
LWarHo3a CKIepojepMuUu UCMOJb30BanUCh KpUTEPUM, Npepsio-
XeHHble npodeccopom H.T. Tycesoit (maba. 1) [5].

Hanunuus noGbix Tpex 0CHOBHbIX MPU3HAKOB MW COYETaHuUs
OJHOrO W3 OCHOBHbIX, ECIN UM SBNSETCA CKIEPOLEPMUYECKOe
NopaXKeHMe KOXMW, OCTEONU3 HOITeBbIX (hanaHr unu xapakrep-
HOEe NopaXkeHWe MULLEBAPUTENLHOTO TPAKTa, C TpeMs W Gonee
LOMONHUTENbHBIMU MPU3HAKaMW [OCTATOYHO ANA MOCTAHOBKM
aunarHosa [6]. Ho ¢ 2013 roga B Amepuke u EBpone npuHsaT
Lpyroii nopxopn, npegnonarawwwmnii 6anibHy0 OLEHKY BEpOAT-
HocTu 3aboneBanus (mabs. 2) [7]. NauueHTbl, «Habupaiowmuey
B cymme 9 u Gonee Gannos, KnaccuuuupylTcs Kak ume-
towmne poctoepHylo (definite) cuctemHylo cknepopepmuio.
YyBCTBUTENBHOCTb HOBbLIX KpuTepueB coctaBuna 91%, cneuu-
unyHocTb — 92%.

Kak Bbl MOXeTe 3aMeTUTb, Pa3HULLA B KPUTEPUAX JOCTAaTOYHO
OYEBMIHAA: LENblil paj «OCHOBHbLIX», MO MHEHWUID COBETCKUX
pesmatonoros, kputepues (nopaxenue XKT, cepaua n noyek,
KaNbLMHO3 MATKUX TKAHEN) He YYMTLIBAKTCA Cchneuuannucramm
European League Against Rheumatism (EULAR) u American
College of Radiology (ACR) B KauecTBe CyleCTBEHHbIX, TOrAa
KaK COCYAMCTble «3BE3A0YKU» UMEIOT, Ha UX B3msagd, bonbluee
3HAYEHWe, HEXENU MPOCTO «AOMONHUTENBHBIAY 3HaK.

OTpaBas [oMKHOE OTEYECTBEHHOI LWKOJMe, BOCMONb3yeMcs
BCE XK€ MeX[yHapoAHbIM noaxofoM. [ns 3Toro notpebyetcs
no NOPAAKY U3N0XUTb, KAaKUE NPU3HAKM 3aboneBaHus umeloTcs
V Halel nauneHTKy, U nofcymuTaTh 6annsi:

® YNJIOTHEHWE W YTONLEHWE NPOKCUMANBHBIX U CPefHUX

(hanaHr Bcex nanbLes KUCTU 6e3 «nepexofa» yepes nacr-
HO-hanaHroBble cycTasbl (4 6anna);

® TeneaHrnakrasuu (2 6anna);

e (heHomeH PeiiHo (3 6anna);

® BbLISB/IEHUE AHTULLEHTPOMEPHbIX ayToaHTuTen (3 6anna).

B cymme BbIxoauT 12 6annos, 3Ha4YWT, LMarHo3 cknepopep-
MUU MOXHO CYMTaTb YCTAHOBNEHHbIM. bonesHb MoXeT mpoTe-
KaTb B AMddy3Hoit (cuctemHoit) hopme U B TUMUTUPOBAHHOIA.
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Kpurepun cucremuoii ckaepoaepmun (I'ycesa H.T'., 1993) [5]
Generalized scleroderma criteria (N. G. Guseva, 1993) [5]

Tabaura 1 / Table 1
1<)

OcHoBHble NpU3HaKK / Primary features

llononHuTenbHble NpU3HaKK / Secondary features

Cknepogepmuyeckoe nopaxeHue Koxu / Sclerodermic skin
lesions

CuHapom PeitHo, furutanbHble A3BOYKM/pybUnKM / Reynaud's
syndrome, digital lesions/scars

[MnepnurmeHTaunsa Koxm / Skin hyperpigmentation

CycTaBHO-MbILWEYHbI cMHAPOM (C KOHTpakTypamu) / Joint and
muscle syndrome (with contractions)

Teneanruskrasuu / Telangiectasis

Ocreonu3 / Osteolysis

Tpoduyeckne HapyweHus / Trophic disturbances

KanbumnHo3s / Calcinosis

Monuaptpanrum / Polyarthralgia

basanbHblil nHeBMOdUOPO3 / Basal pulmonary fibrosis

Monumuanrum, nonummno3sut / Polymyalgia, polymyosite

KpynHoouaroBblit Kapanocknepo3s / Macrofocal cardiosclerosis

Monucepo3sut (Yawe aares3mBHbIin) / Polyserositis (mostly
adhesive)

Cknepopepmuyeckoe nopaxeHne nNuieBapuTeNbHOro TpakTa /
Sclerodermic GIT lesions

XpoHuyeckasa Hedponatusa / Chronic nephropathy

OcTpas cknepopepmuyeckas Hedponatus / Acute sclerodermic
nephropathy

Tabanma 2 / Table 2 !

Kaaccudukamnmuonueie Kpurepun cucreMHoii ckaepoaepmun (American College of Radiology
u European League Against Rheumatism, 2013) [7]

Generalized scleroderma classification (American College of Radiology and European League
Against Rheumatism, 2013) [7]

Mapametpsbl / Parameter

bannel /
Points

YnnoTHeHWe W yToNWeHMEe KOXM 06euX pyK Bblle NACTHO-(hanaHroBbix CycTaBoB / Skin induration and thickening of | 9

both upper limbs upward of metacarpophalangeal joints

YnnoTHeHWe U yToNLWeHNE KOXM nanblies / Skin induration and thickening of digits :

® oTeK nanbues / digit oedema;

® nopakeHue nepBbix ABYX hanaHr, cuntas ot Kuctu / Involvement of first two phalanges (if viewing from the hand) | 4

OurutanbHas nwemuns / Digital ischemia :
® A3BOYKM / lesions;
® py6YnKHM / scars

Teneanruakrasuum / Telangiectasis

Kanunnsapockonuyeckue usmeHenus / Capillary transformations

JleroyHas apTepuanbHas runepTeH3ns U/ UM UHTEPCTULMANnbHOe NopaxeHue nerkux / Pulmonary arterial

hypertension and/or interstitial pulmonary damage

NN W

®eHomeH PeitHo / Raynaud’s phenomenon

w

CneundunyHble ayToaHTUTena (ntoboi u3 Tpex: aHTu-Scl-70, aHTuueHTpomepHble, k PHK-nonumepase III) / Specific
autoantibodies (any of the three: anti-Scl-70, anticentromere. anti-RNA-polymerase III)

MepBas M3 HUX MMeeT TAXeNoe W APKO BbIpaXeHHOe TeyeHwue,
HayMHaeTcs 0CTpo, 6bICTPO Mporpeccupyet, BoBNeKas BHYTPEH-
HUe opraHbl (CepAue, Nerkue, KMWEYHWK, MOYKM), Bbi3biBAET
cumnToMbl 06Lieit MHTOKCMKaLuuK. MopaxeHne koxu (cHadvana
OTEK, 3aTeM YNJIOTHEHWE W B faNbHellleM aTpodus) OT nanbLes
NoJHMMAETCA UHOTAA BbIWE NIOKTEN U KONeHeid, a ¢ n1ua, Haobo-
pOT, CMYCKAeTCs Ha Weko U B 06nacTb feKonbTe.

Ho y Hawei 60nbHOM €CTb elle 0ANH CUMMTOM, KOTOPbIA yuu-
ThIBaNCA B fuarHoctuyeckux kputepusax H.T. Tyceso#, HO oka-
3a1CH «HEHYXHbIM» ¢ Toukn 3peHus EULAR/ACR. Mbl roBopum
0 KanbliMHO3e KOXM, KOTOPbIi Obl1 3aMeTeH BU3yanbHO W MOA-
TBepxaeH npu Y3U. CnoBo «HEHYXHbIM» B3ATO B KaBbluku
HecnyyaiHo. KanbuMHO3y Hawnocb MeCTo B 3anajHOM Npej-
CTaBNEHUN O NUMUTUPOBAHHOW PopMe CKNepofepMum, Kotopas

NPOSBAAETCA [ANUTENbHbIM, HEPEAKO MHOTONIETHUM CUHLPOMOM
PeilHo, a nepBble CUMNTOMbI MOPAXEHUA KOXMU KUCTeil, cTon
W LA NOSBAAIOTCA B CpedHeM yepe3 5 neT. VIMeHHO B 3TOM
cnyyae v ucnonb3yioT TepmuH «CREST-cunppom» Kak pacwud-
pOBbIBaeTCs flaHHas abbpesunarypa?
e C — Calcinosis. OTnoxeHUs KanbLua B KOXe U MOLKOXHO
B NEpPUAPTUKYAAPHBIX TKaHAX (MHOTAA B NOfyLeYKax nab-
L|eB) MOTYT BapbMUpOBaTh B pa3Mepax OT TOYEUYHbIX U3MEHE-
HWUI1 1O MAcCUBHbIX KOHIOMepaToB. MpUYUHBI U MEXaHU3-
Mbl UX MOSABNEHUS 1O KOHLA He ACHbI. MHOrAa KanbLWHaTbI
BCKPbIBAIOTCSA C 06pa3oBaHMEM A3BOYEK U NPUCOEAMHEHU-
em 6aKkTepuanbHoil MHbeKLMK.
e R — Raynaud’s syndrome. [locToBepHO He yCTaHOBMEH
MexaHu3M Cna3Ma COCYAOB KuUCTeil (MHorga ctom) npu
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BbIXOJlE HA XONIOf W3 TENJOro MoMeleHns unu Ha ¢oHe
3IMOLMOHANBHOTO HaNpsXeHUs. BCcnoMHMM, 4To nayueHTKa
TaK M OnucblBana CBOW OLYILEHNA: OHEMEHUE U CKOBaH-
HOCTb B KUCTSIX, KOCOBEHHO 3MMOI MAM KOTAA MOHEpBHHU-
4aeT». BO3MOXHO, BUHO TOMY MOBbIlEHHAs oL,-afipeHep-
rMyeckas aKTMBHOCTb, Bbi3blBalolias GoNe3HeHHbI Auc-
KoMbopT 1 U3MeHeHWe LBeTa KOXU (6NefHOCTb, LMaHo3,
IPUTEMY MAK UX KOMOWHALMIO) B OLHOM Unu Gonee nanb-
uax. HapylweHue KOCTHOrO KpOBOTOKA MOXET NPUBOAMUTL K
paccacblBaHMI0 KOHLEBbIX haNaHr U raHrpeHam nasbLes.
e E — Esophageal dysmotility. Mpn numutupoBaHHoit hpopme
3a00/1eBaHMA MOTYT BO3HUKHYTb KaK 3aTpyAHEHUs Mpu npo-
TNaTbiBaHUM MWLM, TaK U CKIOHHOCTb K pedItoKCy U3 Xenyn-
Ka ¢ pa3BuTueM 330¢daruTa. NauneHTsl )anytoTcs Ha nonep-
XWBaHUe, U3xory, 60b B 061acT MEYEBUAHOMO OTPOCTKA.

e S — Sclerodactily. MicxogHo nposBAssCh YNAOTHEHUEM U
VTONEHNEM KOXM NanbLes, CKIEPOAAKTUANA MOXKET Npu-
BECTM He TONbKO K noTepe (DYHKLMOHANbHOW aKTUBHOCTM
B PYKax, HO M K TPOMUYECKUM HapyLIeHUsM: A3BOYKAM,
pybuam.

e T — Teleangiectasia. [unatauuu KanuanspHbiX netenb

W BEHY/ IOKANM3YIOTCA NpeuMyLlecTBEHHO Ha NnLe, Lee,
TPYAM, CMWHE, KOHEYHOCTAX W Ha CAM3UCTBIX 000J104-
Kax ry6, s3bika, TBepAoro Heba. TeneaHrnMakTasuu moryt
HabnofaTbCsA My 60NbHLIX 63 XapaKTepHbIX A CKAepo-
LEPMUN U3MEHEHNTT KOXKN.

Mpu nMMUTUPOBaHHOW opMe BbIABNAIOTCA NMPEUMYLLECTBEH-
HO aHTULEHTPOMEPHble aHTUTena. OHa NPoTeKaeT OTHOCUTENbHO
L06POKAYeCTBEHHO, PeAKO BOBNEKAs BHYTPEHHWUE OpraHbl.

Bo3Bpalwascb K Hawel nauMeHTKe, MOXHO CKasaTb, 4TO
TeyeHue ee BONE3HN NOYTU NOJHOCTbIO yKnafbiBaetcs B CREST-
CUHAPOM. «oYTK», NOTOMY YTO He 6bIN0 NOJTyYEeHO NOATBEPKAE-
HUA AuchYHKUMM nuweBofa unu 33ocaruta (B 3TOM Ciyyae
MHorga mcnonb3yioT TepmuH CRST-cuHapom). B ocTanbHoM xe
Hanuyne NMMUTUPOBAHHOTO BapuaHTA CKNEPOLEPMUMN HE Bbl3bl-
BaJ0 COMHEHMUS.

B knuHMYecKoi paboTe Mbl, NYCTb U HEYACTO, HO BCTPEYaeMCs
C COCYLLECTBOBAHMEM Pa3HbIX ayTOMMMYHHbIX 3a60neBaHuit (Unu
MX YepefoBaHWeM) y OLHOMO MaLMeHTa WNU Y YJEHOB OAHOIA
cembM. MaTonorus WUTOBUAHON Kene3bl HepejKo BCTpanuBaeTcs
B TaKOW «ayTOMMMYHHBbI aHcambab». W peyb MAET He TonbKo
0 peBmaronoruyeckux 3sabonesaHusx! bonesHb peiiBca unu
TUPEOUAMUT XalMMoTO MOryT coyeTatses ¢ CLL 1 Tuna, BuTUAMTO,
LenuaKkueir, paccesHHbIM CKNepo3oMm, muactenuen u ap. [8].
Cnyyau, korga XAUT conpoBoKfan CUCTEMHYIO KPACHYI0 BONYaH-
Ky, CUCTEMHYIO CKNepoaepmuto, cuHapom LllerpeHa, cmewaHHble
3a60/1eBaHUA COEAMHUTENBHON TKAHU U Np., He TONIbKO Onuca-
Hbl, HO U U3y4aNuUCb HA NMpesMeT NEePeKPECTHbIX COCTOAHUI —
overlap-cuHgpomos [9, 10].

MaToreHeTMYECKNE MEXaHWU3MbI aCCOLMALMM PA3TUYHBIX aYTO-
MMMYHHBbIX 3a60N1€BaHNi1 40 KOHLA He sicHbl. [pegnonaraiot, YTo
KJtoYeByto posb B GOPMUPOBAHUM NONMAYTOMMMYHUTETA Urpa-
10T AeeKTbl UMMYHHOM CUCTEMbI, acCOLMMPOBAHHbIE C MOU-
MOP(U3MOM Pa3NUYHbBIX F€HOB, B COBOKYMHOCTU C hakTopamu
cpefbl M TOPMOHANbHLIMU HapylweHUaMU. Henb3s He Npu3HaTh,
4YTO laHHble INTEpPaTypbl NPOTUBOPEYUBLI, HO HECOMHEHHA CBSA3b
MeXay ayTOMMMYHHbIMW 3ab0NeBaHUAMU LWUTOBUAHOMN XKenesbl
M pEeBMATUYECKUMU 6ONE3HAMM, YTO MOLYEPKUBAET BO3MOXK-
HOCTb OOLLMX NATOreHHbIX MEXaHU3MOB.

Kak cdhopmynupoBanu Gbl AnarHo3 Hauweit 601bHON peBMaTo-
JIOT UK 3HLOKPUHONOT? BeposTHee BCero, oH BKAOYMA Obl ABA
KOHKYPUPYIOLWMX OCHOBHbIX 3aboneBaHns (OMyxosb U «CBOOY
naToforuio) 1 conytcTeylowme. Hanpumep, npu Bbinucke U3

OTEeNeHWUA pPEeBMAaToNorMM B KayecTBe OCHOBHbIX AWArHO30B
Oblan Obl yKaszaHbl: 1) cuCTEMHAsA CKNEPOAEPMUS, IMMUTUPOBAH-
Has dopma (CRST-cMHAPOM), XPOHWUYECKOe TeYeHWE, aKTUBHOCTb
1 cT.: NNOTHLIA OTEK KOXMW AW, WHAYPAUMS KOXW nanbLes
PYK; cuHApOM PeilHo; 2) ageHOKapLuMHOMa aHTpanbHOro oTaena
XenyaKa; a B kayecTse conytctaytomx — XAUT, cuHapom runo-
TUPeo3a, runepToHnyeckas GonesHb 2-i ctagum (AT 2-i1 cTe-
MEHN C BbLICOKMM PUCKOM CEPAEYHO-COCYAUCTLIX OCNOXKHEHMWIA),
nepsblii hyHKUMOHaNbHbIA Knacc no NYHA.

N Heckonbko cnoB 06 06HapyKEHHOM OHKONOTNYECKOM Mpo-
Lecce. beccnopHo, cBA3b MeXAy peBMaTUYECKUMU CUHLPOMAMMY
M 3/10KaYeCTBEHHbIM HOBOOOPA30BaHMEM ABAAETCA CIOXKHOIA.
Ee noHuWmaHue nomoxeT Bpayy B TOYHOM [MArHO3e OCHOB-
HOW natonoruu, 6onee 3PeKTUBHOM NleYeHUU ee CUMNTOMOB
M B COOTBETCTBYIOLEM HAbGMOLEHUM 33 PA3BUTUEM MO3[HUX
OCNOXHeHUA. MHOrMe OHKONOTKU 3HAIOT, YTO, KOTAA BUAMILL ABA
1 6onee 0JHOBPEMEHHO NPOTEKAOWMX ayTOMMMYHHbIX NpoLiec-
ca, nwy 3n0. U 06sa3atensHo Haligews. B pesynbtate aytoummy-
HUTETa, abeppPaHTHOrO MMMYHHOTO OTBETA WUAU UCMONb30BAHUSA
MMMYHOMOAYAUPYIOLLMUX NPEnapaToB MHOTME W3 peBMaTUyec-
Kux 3ab0feBaHuil, NO-BUAMMOMY, NOBLIWAIT PUCK Pa3BUTUSA
Heonnasuit. K coxaneHuto, no Tem Xe NpuUYMHAM Hanuyue
OMNyYX0IEBOr0 NPOLECCca MOXKET NPUBECTU K NOABNEHWIO NPU3Ha-
KOB CUCTEMHOW COeAMHUTENIbHOTKAHHO matonoruu. Bnpouewm,
MOXHO NOCTaBWTb W WHOI BOMPOC: BO3MOXHbI /N MyTaLuu,
CnocobHble BbI3bIBaTb W aAE€HOKApLMUHOMY, W OMpefeneHHble
comatnyeckue 6onesHu?

Cknepopepmusa, cBA3aHHas C Heomnnasuen, BCTpeyaeTcs
penko [11]. Mpu ux coyeTaHUM MOXKHO paccMaTpuBaTb YeTbipe
cuUTYyaumum:

® OHM MOTYT Pa3BMUBATbCA HE3ABUCUMO Lpyr OT Apyra;

® CKIepoAepMus MOXKET BObiTb Bbi3BaHa ONYX0bIO;

® 0MnyXxoJib MOXeT ObITb CNPOBOLMPOBAHA CKIEpPOAepMUeil;

® 0OMnyxofib MOXeT 6biTb MHOYLMPOBAHA MMMYHOCYMPECCUB-

HOVI Tepanuei.

Cama cknepofepmus NpOSBASETCA MMMYHONOrMYECKON fuc-
perynauuei, MUKpPOBACKYNAPHON MaTtonornen M aKTUBHOCTbIO
bnbpo6nacToB, NpOJYUMPYIOWMX BHEKIETOUYHbIA MaTpUKC.
Ho knetku onyxonu, 06pasys MHOXKECTBO MeANaTOPOB, TaKMUX KakK
takTop pocta coegunutensHoit TkaHu (CTGF) n ocHoBHOI dak-
Top pocta pubpobnactos (bFGF), camu no cebe BbI3bIBaOT LUTO-
TOKCMYecknii addekT. Kpome TOro, rpy3 3K30COM, COAEpXKALLNX
KOLUPYEMbIE U HEKOAMPYEMbIE OMyXONeBble HYKIeNHOBblE KUC-
N0Tbl M TPAHCKPUNLUMOHHbIE (DAKTOPbI, MOXET U3MEHATb (YHK-
LMI0 OTHANEHHbIX TKAHEN, BKNIOYAA KOCTHbIA MO3T U TUMYC.

KnnHunueckune KapTUHbI NEPBUYHON U NapaHeonnacTuyecKoi
cknepoaepmun noxoxu. Habnopaotca auddysHoe yTonie-
HUE KOXW U XapaKTepHble 6nswWKKM. [MCToNOrMyeckas KapTuHa
COOTBETCTBYeT ckneposepmuun. Kanunnapockonuyeckue name-
HeHWs, aHTUALEPHble aHTUTeNna, CKNepoAaKTUAMA U peHOMeH
PeitHo Takxe MoO3BOAAIOT NPEANONOXUTb AMATHO3 CUCTEMHOM
cknepogepmuu [12].

XoTs napaHeonnacTMyeckas CKAepOLEpPMUA 4acTO Knac-
cuuumpyeTca Kak NCeBAOCKIePOAEepPMUs, BO3MOKHO, CTOUT
paccMaTpuBaTh OMyXO0/b KaK OTAENbHbIN 3anyCKaKWMUin CTUMYN
ANA cknepopepmuu. HepaBHo npeanonoxeHa CBA3b MEXAY
aHtutenamm k PHK-nonumepase I/III npu cuctemHOW CKie-
poaepmMuu u pake. Takue uccnefoBaHUs MOTYT NOATBEPAUTHL
WCTUHHYIO CBA3b MeXJY CKNepPOLepPMUEN U 3N0KAYECTBEHHbIMM
HOBOOOpa3oBaHUAMU.

37U nauMeHTLl XapaKTepu3ytoTcs bonee cTaplwum BO3pacToMm
(y Hawel 6ONbHO CMMNTOMATKKA CTapTOBaNa B BO3PACTe OKOMO
60 neT, 4To cTaplue 06bIYHOTO BO3pACTa febioTa cknepogepmun),
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BHE3aMHbIM HavyanoMm 6one3Hn, AU dY3HbIM YTONLEHUEM KOXKN
1 COMYTCTBYIOLLMM OMYXONEBLIM MPOLECCOM.

Mo3ToMy OMbITHLIA OHKONOT, POPMYNAMPYS [MArHO3, caenan
Gbl COBCEM [ipyrie aKLEeHTHI.

3aK04YnTeNbHbIN ANArHO3

OcHoBHOI1: Pak aHmpansHo20 omoena xenyoka I cm. (eucmo-
Jl02udecKu — BbICOKOOUGdepeHyuposarHHas mybynapHas ade-
Hokapyuxoma), TN.M .

OcnoxHeHue: AymoummyHHbIl napaHeonaacmu4eckul noau-
Op2aHHbIL CUHOPOM: XPOHUYeCKUll aymoumMmyHHbIU mupeou-
oum, cuHOpoM eunomupeosa; NUMUMUPOBAHHASA CKAepooepMus
(CREST-cuHdpom).

ConytcTBytowuit: [unepmoHuveckas 6onesHs 2 cm. (Al
2-Ui cmeneHu C 8bICOKUM PUCKOM CepieyHO-COCYyOUCMbIX OC/OXK-
HeHuli). lepsbili pyHKyuoHANbHbIG Knacc no NYHA.
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