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KOMOPBH/IHOCTb CMEILIAHHOT'O 3ABOJIEBAHUSI COEJIMHUTEJIBHON TKAHU
(CHHIPOMA LIAPIIA) 1 MINEMAYECKO BOJIE3HY CEP/IIIA:
CJIOJKHOCTHU JUATHOCTUKH U JIEYUEHUS

Deodepanvroe zocyoapcmeeHHoe 0100xcemHoe 00pa30eamenbHoe yupeHcoeHue 6blCuie2o
oopazosanuna «Yumunckan zocyoapcmeennan meouyunckan akaoemus» Munucmepcmaea
30pasooxpanenusn Poccuiickoii @eoepauuu; 672000 2. Huma, yn. I'opvrozo, 394

Pezrome. Cumewannoe 3abonesanue coeounumenvron mxanu (cunopom [lapna) — smo aymoummyrnnoe 3a60-
Jleganue, Xapaxmepusyloujeecs: Harusuem omoenbHbIX NPUHAKOE CUCIEMHOU KPACHOU 60IYAHKY, CUCTNEMHOL
CKAepoOepMUL, PeBMAMOUOH020 APMPUNA U OEPMAMOMUOIUTNA/NOTUMUOZUMA 8 COYEMAHUU C BGbICOKUM
mumpom awmumen K akcmpazupyemomy sioeprnomy awmueeny (UI-RNP) (pubonyxneonpomeuny). Couema-
HUe pesMamuyeckux 3a0601e6anull ¢ KapOUoSACKYIAPHOU NAMOLOSUE OCTONCHSAEM UX medeHue, CHUMCAem
NPOOOTINCUNENLHOCHIL JHCUSHU DONBHBIX, ONpedensiem CILONCHOCMU 8 8e0eHUU MAaKux nayuenmos. B cmamve
npedcmaenen 0030p aumepamypvl o 0aHHOU npobieme U codOCmeeHHoe HAOM0OeHUe NRAYUEHMKU ¢ OMHOCU-
MENbHO PeOKUM CMEULAHHbIM 3a001e8aHueM cOeOUHUMENbHOU mKkanu — cunopomom [llapna, nposeusuiumcs 6
debrome BbIpadceHHbiM CUHOpoMom Pelino, npusnakamu CKiepooepmuteckoe0 NOPaNCeHUst KOXHCU, NOTUMUO3U-
ma, Hegppuma ¢ apmepuanvrou cunepmensuei. Cryyail 0eMOHCIMPUPYen CLONCHOCMU 6 NEPSUUHOU OUACHO-
cmuke u OanvHetiuem 1edeHul OaHHO20 3a001e8aHUsl, OCIONCHUBULE20CS PA3gumUeM UHGapKkma muoxapoa
yepes 20 1em om nauana bonesnu. Komopbuonocms peemamono2uyeckoll u KapOuosacKyIsPHOU NAMOA02UL 8
OaHHOM HAOMIOOEHUU Npusena K ymsicelenuo meyenust cunopoma Peiino, npocpeccuposanuio opyeux nposs-
JIeHULl CMEUAHHO020 3a001e8aAHUSI COCOUHUMETbHOU MKAHU U OCTIONCHUTLA 86100 MAKMUKU JeYeHUs NAYUEeHMKU.
Knrwouesvie cnosa: cmewannoe 3abonesanue coedunumenvhol mrxanu, cunopom [llapna, aumumena x pubo-
nyxaeonpomeury UI-RNP, cunopom Petino, unghapkm muoxapoa, 2noKoKopmuKouosl, 6a3anpoCcma.
Shchadneva S.1., Motorina T.S., Grin N.O.

COMBORIDITY OF A MIXED DISEASE OF THE CONNECTIVE TISSUE (SHARP SYNDROME)
AND CORONARY HEART DISEASE: DIFFICULTIES OF DIAGNOSIS AND TREATMENT
Chita State Medical Academy; 394 Gorky St, Chita, Russia, 672000
Summary. Mixed disease of the connective tissue (Sharp Syndrome) is an autoimmune disease, characterized by
the presence of individual signs of systemic lupus erythematosus, systemic scleroderma, rheumatoid arthritis, and
dermatomyositis/polymyositis in combination with a high titer of antibodies to extractable nuclear antigen (Ul-
RNP) (ribonucleotide). The combination of rheumatic diseases with cardiovascular pathology complicates their
course, reduces life expectancy of patients, determines the difficulty in managing of such patients. The article
presents a review of literature on this topic and own observation of a patient with a relatively rare mixed disease
of the connective tissue- Sharp syndrome, manifested in expressive Raynaud s syndrome, signs of scleroderma of
the skin, polymyositis, nephritis with arterial hypertension. The case demonstrates difficulty in the initial diagnosis
and further treatment of the disease, complicated by the development of myocardial infarction 20 years after the
start of the illness. The comorbidity of rheumatological and cardiovascular pathologies in this observation led to
the worsening of the course of Raynaud’s syndrome, the progression of other manifestations of mixed connective

tissue disease and complicated the choice of treatment tactics for the patient.
Keywords: Mixed disease of the connective tissue, Sharp syndrome, antibodies to ribonucleoprotein UI-RNP,
Raynaud s syndrome, myocardial infarction, glucocorticoids, vazaprostan.

CMmemanHoe 3a00j€BaHUE COECAMHUTEIBbHOM TKAaHU — 3TO ayTOMMMYHHOE 3a0oJieBaHUE, Xa-
pakTepu3yloleecs HAIUYUEM OTAEIbHBIX NMPU3HAKOB CHCTEMHOW KpPAaCHOW BOJIYAHKH, CHUCTEMHOU
CKJIEPOJIEPMHH, PEBMATOMIHOTO apTPUTA U IEPMATOMHUO3UTA/TIOTMMHO3UTA B COUETAHUH C BBICOKHM
TUTPOM aHTHUTEIN K dKcTparupyemomy suepHomy antureny (U1-RNP) (pubonykneonporenny).

Kak camocTrosiTenbHyt0 HO30/10rHUecKyt0 (OpMy CMellIaHHOE 3a00JIEBaHUE COETMHUTENBHON
tkaau (C3CT) Beaenunu I. apn u coaBt. B 1972 1. Ha OCHOBaHWU COYETAHUSI KIMHUYECKUX ITPO-
SIBJICHHM Pa3JIMYHBIX CUCTEMHBIX 3a00JICBAaHUI COCTUHUTEIHLHON TKAHU C BBICOKUM TUTPOM aHTHUTEI
K SJIEPHOMY aHTUT€HY, BIOCIEICTBUN UHACHTUupoBaHHOMY Kak U1-RNP[1].
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B Hactosmee Bpemsi Ho3onorumdeckas camocrostenbHocTh C3CT mpusHaercs He BceMH
pEBMATOJIOraMH, MOCKOJIbKY U3MEHUJIOCH MIPEICTaBICHUE O KIMHUYECKUX 0COOEHHOCTSIX 3a00ieBa-
Hus U JokazaH nepexon C3CT k ompeneneHHbIM HO30JIOTHUSM (Yallle CHUCTEMHAasi CKIIEPOAECPMUS
(CCH), momumuo3ut, cucteMHas kpacHast Boruanka (CKB)) y Gosbieit yactu 60mpHbIX [1].

C3CT BcTpeuaercs OTHOCHUTENIBHO penko. Yactora B momynsauuu He u3ydeHa. [lo naHHbIM
AMOHCKUX aBTOpoB, yactoTa C3CT cocraBuna 2,7% B rpynne nud@dy3HbIX 3a0071€BaHUI COETMHU-
tenbHOM TKaHU (B cpaBHeHun ¢ CKB — 29%). C3CT BoisBisitoT yanie y jaui crapuie 30 net (cpen-
Huit Bo3pact - 37 ner). JKeHIuHbl OOJIEIOT 3HAYUTENBHO Yallle, YeM MYKUYUHBI (cooTHOIeHue 9:1
1o 16:1). OTmeudeHa cBsi3b ¢ FreHETUYECKUMHU (pakTopamu, B yacTHOCTU accoumanus ¢ HLA-DR4.
Cpenu sTuonornyeckux GakTopoB MPEAINoNaraeTcst posib HHPEKIUU (PETPOBUPYCHI U JIp.), T€HETH-
yeckoi mpenpacmoiokeHHocTu (accouuanusi ¢ HLA-DR4), ydactue mMexaHM3MOB MOJEKYISPHOM
MUMUKpPUU. AYTOMMMYHHBIA IaToreHe3 3a00JIeBaHMsl MOJATBEPKIACTCS HAJIMYUEM MUMMYHOIPOJIHU-
(epaTuBHBIX MPOIIECCOB B CTEHKAX COCYIOB (BaCKYJIUThI) M NOPAKEHHBIX TKaHSIX, a TAKXKe MPOIYK-
1uel ayToaHTUTEN U UMMYHHBIX KOMIUIEKCOB [2].

B ximnnyeckoir kaprune C3CT B neOrore yacto HAONIOAAIOTCS: YMEPEHHO BBIPAXKEHHbIN
cuHapomM PeliHo, oTek KucTell W/Wiu najiplieB (IO TUIY «COCHCOK»), 0OJb B CyCTaBax M MBIIIIIAX,
MHOTJIAa apTpuThl, cyodeOpunuter. B nocnemyronem pazBuBaercst noimMopdHas KIMHUYECKas Kap-
THHA: CUHApPOM PeiiHo, mopakeHne KOXKH, CyCTaBOB, MBIIIILI, JIETKUX, KETYJOYHO-KUIIEUHOTO TpaKTa
(PKKT) u BcTpeuaromuecs pexe NopakeHHus cep/ua, No4Yek, HeHTpaIbHON HEpBHOM cucTeMsl [3, 4].

Ocobennoctu knnHnyeckor kaptunbl C3CT npeacrasnens! B Tabnuue 1.

Tabnuua 1
Knunnyeckue nposiBieHns CMENIaHHOTO 3a00JI€BaHMsI COECAMHUTEIbHONW TKaH!
(cuaapoma [lapma)

OpFaHLI U CUCTEMbI Kannunueckue IMPOsABJICHUSA

Haunbonee yacteiii u panauii npuszHak C3CT, 00bIYHO NBYX(a3HBINA 1 HEPE3KO
BBIPAKEHHBIH, HO MHOT/IA TSKEINbIH, C pA3BUTHEM TUTUTAILHBIX HEKPO30B.

Cunnpom Peitno

Otex kuctei u
«COCHUCKOOOPa3HBIC)

HAOTIOAI0TCS MPAKTUYECKH Y BCEX OONBHBIX, HO BRIP2YKEHHOM IJIOTHOCTH OTEKa
u uHAypanuy, kak npu CCJl, He ormeuaercs

HaJIBIBI
Y 4acTH OOJIbHBIX — 3PUTEMATO3HBIC BBICHIIIAHUS, NU3MEHEHHS CIIU3UCTHIX

000JIOYEK U «CYXOi» CHHIPOM

ITopaxxeHue cycraBoB B BUJIC apTPAITH U [TOJIMAPTPUTA

Hopa)KeHHe MBIIIIY MOYKET OLITE B BHUC MHUAITHNA WA BOCIIAJINTEILHON MUOIIATHH

ITopaxkenue cepaua -
npumMepHo y 20%
OOJIBHBIX

n3meHenus Ha DKI, yBenndeHne mpaBbIX OTAETIOB cepllia, MPU3HAKU
HepuKapauTa

Jlerounast runepreHsus —
OCHOBHAs IPUYMHA
cmeptu 6onbHBIX ¢ C3CT

OZIBIIIIKA MPH Harpy3Kke, akieHT Il ToHa Ha jgerounoi aprepun, DKI -nprszHaxu
THIEPTPOQHH MPaBIX OTACIOB CEP/Lla, TUJIATAIIUS JIETOYHON apTepHu U
yBenuyeHue B Hell naBieHns Ha OXOKI

ITopaxenue nerkux

HEpEJIKO M0 THITY HHTEPCTUIINATILHBIX 32001eBaHUI JIETKUX, MOXKET MPOTEKATh
CYOKIIMHMYECKH WIIH C YMEPEHHOH KIIMHUYECKOH CHMITOMATHKOH (KaIIelb,
OZIBIIIIKA)

[Topaxxenne XXKT

nrcGyHKINS THIIeBoaa (THIIOMOOMIBHOCTD), HHOTIA BBISBIISIOTCSE
IICEBJOJUBEPTHKYIIBI KHIICYHUKA, ME3EHTEPUAIIbHBIIA BACKYIUT

[Topaxxenue noyex — y
25% GOoNBHBIX

B BHJIe MEMOpaHO3HOW He(poIaTHH

[Topaxxenue
LIEHTPAJIbHOW HEPBHOU
CHUCTEMBI BCTpeyaeTcs
pEeaKo

B CAVMHUYHLBIX CJIydadaX BBIABIIAIOTCA: TPUTCMUHAIbHAA HeﬁpOHaTHH,
numbaaeHOoMaTus, JIMXopaaouHas peakius (0coOeHHO B Hauajie 3a001eBaHus),
cunapom [lerpena

I'emaronornyeckue nzmenenus npu C3CT umeror Hecienupuueckuii xapakrep, NPUMEPHO
y 75% OONbHBIX PETUCTPUPYIOTCSA: YMEPEHHO BbIpa)KEHHAs aHEMUs, TEHICHLMS K JICHKOIEHUH,
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yBennyenue COD, peBMaToOUIHOro (akTopa U aHTUHYKJIEapHOTO (hakTopa (Kparmyaroro CBEYEHHs),
runeprammaniooynnaeMus. XapakTepHbIH HUMMYHOJOTHYECKH MpHU3HAK — BBICOKUM TUTp aHTH-
U1-RNP moxet umets u nporaoctuueckoe 3HadeHue [4]. Kpurepun muarnosza C3CT npencrasie-
HbI B Tabnuue 2.
Tabnuma 2
Kputepuu nuarnosa cMemniaHHoro 3a001eBaHus COETUHUTEILHON TKaHU
(Alarcon-Segjvia G., 1995)

CepoJioruyeckue Kaunnuyeckue
Antu-Ul-RNP-anturena B Turpe 1:1600 u Boime Otex kucren
CunoBHT
Muo3zut
Cunnpom Peitno
Axpockiiepos

TpeboBaHus TSt TOCTAHOBKU JAMATHO3a: CEPOIOTMIECKHIIA KPUTEPUH TUTIOC TPU KIMHUYECKUX (TIPU HATMYUN
OTeKa KHCTeH, cuHapoMa PelfHo u akpockiiepo3a HeoOX0IMM YeTBEePThI KITMHHYECKUN KPUTEPHil)

UyscTtBHTENBHOCTB — 63%, cierupuaHocTh — 86%

Huarnoctuka C3CT ocTtaercs ClI0X)HOM, 0COOCHHO Ha paHHEM dTare 3a00JIeBaHUs, B CBA3U
C HECHEeUM(PUUHOCTHIO KIMHUYECKON CHUMIITOMAaTMKH MHOTHX CHCTEMHBIX 3a00JIeBaHUMN COEIUHU-
tenbHOU TKanu (CCJl, CKB, nonumuosura) B nedrore 6one3nu. Jnurensuble HaOaoaeHus 3a 00J1b-
HbiMu ¢ C3CT mokazanu HepeAKyr SBOJIONNIO 3a00JI€BaHUS B OJIMH M3 BapHAHTOB CHCTEMHBIX 3a-
OosreBanuii coenuaUTENbHOM TKaHm, yame CC/] [3].

Hudbdepenunansuyto quarHoctuky C3CT mpoBOasAT ¢ OCHOBHBIMHU 3a00JICBAaHUSIMU CO M-
HutenbHOM Tkanu (CKB, CCJ/, noaumuo3ut/nepMatoMuo3uT, peBmarouanbiil aptput (PA)) ¢ yde-
TOM COOTBETCTBYIOUIMX KPUTEpUEB AUAarHOCTUKU. [Ipeanonoxurs Hanuuue y 6onbHoro C3CT cie-
IyeT B T€X Cllydasix, KOrjja CBOMCTBEHHbIE €My CUMITOMBI BO3HHMKAJIU y MAallMEHTOB, 3a00Ji€BaHUE
KOoTOpBIX paHee TpakToBasioch kak CKB, CCJl, momumuo3urt, cunapoM lllerpena, Backynut. B Takux
CUTyallusix HeoOxoaumo ompezaeneHue aHtutrena RNP, Hanmuue KOTOpBIX SIBISETCS XapaKTEPHBIM
nposisineranem C3CT [3].

Henbto neyenust C3CT sBisieTcsl CHUKEHUE aKTUBHOCTHU MPOILECCa, JOCTHKEHUE KIMHUKO-
1abopaTopHOl peMHCCHU, COXPaHEHHE KaueCTBa JKU3HU. B JiedeHnn UCnonb3yloTcss HECTEPOUIHbIE
nporuBoBocnanuTenbHbie npenapars! (HIIBII), mrokoxopruxouast (I'K) B manbix no3ax, npu He-
00X0MMOCTH — HEOOJIbIINE J03bl METOTPEKCaTa, aMUHOXMHOJIMHOBBIE Ipenaparbl. Ho mpu BbIsiB-
JICHUW TOPaXEHUs JIETKUX (MHTepCTULMANbHbIE 3a00J€BaHMsl JIETKUX, JIETOUHAs THUIEPTEH3Us) U
MOYeK He0OX0IMMO Ha3HAYEeHUE aJIeKBaTHON Tepanuu, BKIIOYasi KMMYHOCYIIPECCAHTHI.

[Ipu nromyc-cuHApOME U BBIPAXKEHHOM IOJIMMUO3UTE, SIBICHUSX 1I€peOpOBACKY/INTa Ha3Ha-
YaroT MPEAHU30JI0H B 103¢ 60 Mr 1 0oJiee B CyTKU /10 CHMXKEHUS KIIMHUKO-J1a00paTOPHBIX MOKa3are-
JIeil aKTUBHOCTH Ipoliecca A0 ypoBHA | cTeneHu, Npu MO3rOBOM CUMITOMATHUKE — 10 YMEHBIICHUS
KIIMHUYECKUX NpU3HaKoB. [Ipyu MeHee BbIpaK€HHOM BOCHAIMTEILHOM IPOLECCE /1032 MPEIHU30I0-
Ha MOXET ObITh yMeHbIeHa 10 20-40 MI/CyT. ¢ IOCIEAYIOIIUM IEPEX0J0M Ha TMOIECPKUBAIOIINE
10361 5-10 mr/cyt. Dddexr ['K Tem nydrne, yem paHbllie Ha4aToO JIEUCHHE. Tepanusi TpeTHU30I0HOM
B TOJJIEP>KUBAIOLIEH J103€ MpoaopKaeTcss rogamu. [Ipu BBICOKONM aKTMBHOCTH BOCHAIUTEIBLHOTO
npouecca, Hea((HEKTUBHOCTH MOHOTEpANUU MPEAHNU30JI0HOM, MPUCOETUHEHUH BBIPAKCHHBIX BHUC-
LepaJIbHBIX TOpaXXeHU pekoMeHnayercs couetraHHoe npuMmenenue 'K u nurocratukos. Cpeau mo-
cnenaux npumeHsor azatuonpul 100-150-200 mr/cyt., metorpekcar — 5,0-7,5-10,0 mr/nenento,
nukinodocdan mo 200 mr 2-3 pa3a B HEACNIIO BHYTPUMBIIIEYHO. B 3TUX 103ax mpenaparsl Ha3Haya-
I0TCSI B T€UEHHUE 2-2,5 MecsIeB Mo KOHTPOJIEM KIMHHUKO-Ta00paTOPHBIX MOKa3aTelel, a 3aTeM Iie-
PEXOJAT Ha IPUEM MOAJEPKUBAIOUINX 103 B TeueHue psija jet. [lpu npeobiaganuu B KIMHUYECKON
KapTUHE 3a00J1eBaHMs CKJIEPOAEPMOIIOI00HBIX NMPU3HAKOB MOPAXKEHNUSI BHYTPEHHUX OPraHOB BaX-
HOE MECTO B JIGYEHHUU 3a00JeBaHUs 3aHUMaeT JI-MeHHWUUIUIaMUH, KOTOPbIH Ha3HauaeTcs B J103aX
750 mr/cyT. B TeueHHe 2 MECSLEB, 3aT€M NPU MOSIBICHUU KIMHUYECKOTro 3¢ (deKra ocyliecTBiaseTcs
MepPEeBO/I Ha MOIEP KU BAIOIIYIO 103y 25-500 Mr/cyT. [2].
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[Tpu Hanuuuum cunapoMa PeiiHo moka3zaHa cocyaucTas Tepanus OJIOKaTOpamMH KalbLIMEBBIX
KaHaJI0B, NEHTOKCU(UIIIMHOM, ITUIUPUIAMOJIOM, HUCIOJIb3YIOTCS IIpenaparbl MpoCTariiaHMHOBOTO
psana. Bo3MOXXHO TpuMeHEHWe JIeYeOHOM TMMHACTUKH W (pu3morepanuu (TIpu HEOOXOJAMMOCTH).
[Ipornos npu C3CT, xak npaBuso, 01aronpusATHbINA. YXyAIIAeTCs MpU HATMYUH TSHKEJIOr0 CHHJPO-
Ma PeiiHo, J1eroyHoi TurnepTeH3uu U NopaxeHus mnoyex [2, 51.

HccnenoBanus mocieqHUX JIET MOKa3aJld, YTO BEAYIIEH MPUUMHON CHUXKEHMS MPOIOJIKU-
TEJIbHOCTH KU3HU IIPH PEBMATHUECKHUX 3a00JI€BaHUAX SBIISIOTCSA KapAHOBACKY/ISIPHBIE OCIIOKHEHNUS,
CBSI3aHHBIE C aTEPOCKICPOTHUECKUM MOpaKeHHUEM cocyloB [6]. Y O0JIbHBIX peBMaTUYECKUMHU 3a00-
JIeBaHUSMU JIOKJIMHUYECKHe (BOopMbl arepockiiepo3a (3HAOTeNuanbHass TUCOYHKIMS, YTOJIICHHE
KOMILJIEKCA UHTUMAa-Me/lna, YBEJIMYEHHUE COAEpPKaHUS KOPOHAPHOTO KaJbLIMsI) BBISBIISIOTCS 3HAUH-
TEJIbHO Yalle, 4yeMm B o0miei nonyisiiuu [7]. OcoOeHHOCTIMU CEepIEUHO-COCYAUCTHIX OCIIOKHEHUH,
00yCJIOBJIEHHBIX aTEPOCKIEPO30M, MPU PEBMATUYECKUX 3a00JI€BAaHUSAX SBISIOTCSA: MHOTOCOCYIU-
CTO€ MOPAKEHNE KOPOHAPHBIX apTepuil, paHHUE PELIUIUBBI OCTPOTO KOPOHAPHOTO CHHJIPOMA, BBICO-
Kas yacToTa 0ecCUMITOMHOTrO MH(papKTa MUOKapja, BbICOKAs 4acTOTa «PAaHUMBIX» OJIAIIEK U BbI-
paXEeHHbIE NMPU3HAKU BOCHAJIEHUS COCYAMCTON CTEHKU MO JaHHBIM MaTOMOP(OIOruuecKoro uccie-
JIOBaHMSI, BBICOKAsl YacTOTa CYOKIMHUYECKOTO aTepOCKIEPOTHUYECKOTO MOPaXEHUs COCYIOB, CO-
crapistromas 25-45% [8, 9].

OTMmeueHo BIMSIHME BOCHAJIEHUSI HA SHIAOTEIHAIBbHYIO JUCHYHKIHIO. DTO OOBSICHIETCS TEM,
yTo C-peakTuBHBIN OEJIOK TECHO CBSI3aH C Pa3BUTHEM SHIOTEIHAIBbHOM TUCHYHKINU, KOTOpas MO-
KET MPUBECTHU K MOBBIIIEHHON 3KCTIPECCUU TPOBOCHAIUTENBHBIX IMTOKUHOB U MOJIEKYI KJIIETOUHOM
aare3uu [10]. BocmanurensHbie M3MEHEHUSI HHAYIIUPYIOT Pa3BUTHE COCynucToro ¢pudposa, mposm-
(depalno MIaJKOMBIIIEYHBIX KJIETOK U AHAOTEIHAIbHYI0 JUCHYHKIHIO, YTO CIOCOOCTBYET YBEJHU-
YeHHI0 apTepralibHOM xecTkocTu [11]. [Toatomy mpu peBMaTuueckux 00JIe3HSIX aTepoCKIepOTHYE-
CKHME€ U MMMYHOBOCHAIMTEIbHbIE U3MEHEHHs CEepala U COCYAOB B3alMOCBSI3aHbl, a KapJUOBAaCKy-
JSIpHbIE CUTYaLlUU SIBJISIOTCS OJHOM M3 OCHOBHBIX IPUYUH JIeTaIbHOCTU cpeau 6onbHbIX. Kapauno-
BacCKyJIsIpHbIE KaTacTpo(dbl 00yCIOBIEHBI pAHHUM Pa3BUTHEM U OBICTPBIM IIPOrPECCUPOBAHUEM ate-
POCKIIEpPOTHYECKOTO TTopaXkeHus cocynosn [12, 13].

B yckopeHHOM aTteporeHese npu peBMaTHYECKHX 3a00JIEBaHUSAX BA)KHYIO POJIb UIPaeT Bac-
KyIuT. JAuc@yHKIuUS SHAOTENHS YacTO BBISABISETCS NpU NepBUYHOM auddysnom Backynute. Cun-
TaIOT, YTO HaJIM4Yue TUCHYHKIMUU SHIOTENUS MPU CUCTEMHBIX BACKYJIUTAaX, B TOM YHCIIE COIPOBOXK-
JAIOIIMX peBMaTUYeCcKue 3a00IeBaHMsl, JIEKUT B OCHOBE aKTHUBAI[MU aTeporeHe3a Mnpu 3ToM MaToJio-
TUH, a TAKXKE B paHHEW MaHM(ECTallUu UIIEMUYECKO O0Je3HU cepala, CepAeUHO-COCYIUCTON 3a-
00JIEBa€MOCTH B II€JIOM M CMEPTHOCTH y OOJIbHBIX peBMaTHUYECKUMHU 3a001eBanusamu [ 12].

[To cpaBHeHUIO co 370poBbIMU JHLIaMU Y 001bHBIX PA 1 CKB (Hanbonee u3y4eHHbIX Cpeau
Bcex AU(y3HbIX 3a00JIeBaHUN COEAMHUTEIBHON TKaHU) HAOMIOAAETCS YBEIMYEHHE KOHIIEHT AU
MapKepoB rumnepkoaryisiinuu (pubOprHOreHa, TKaHEBOTO aKTHWBAaTOpa IJIa3MHUHOIeHa, MHrHOUTOpa
TKaHEBOTO aKTWBaTopa IiazMuHoreHa tuna 1, JI-mumepa u dakropa ¢on BumieOpanaa), Kotopsie
[0 JJaHHBIM SMUJAEMHOJIOIMYECKUX HCCIIEA0BaHUN aCCOLMUPYIOTCS C MOBBILIEHHBIM PUCKOM Kap-
JMOBACKYJISIPHBIX OCTIOXKHEHUH [14].

VYBenuueHue CMEpPTHOCTH IpPU pEeBMATHUECKUX O0JEe3HAX OOYCIOBICHO HAKOIUIEHMEM Kak
TPaAULIMOHHBIX (PAaKTOPOB pUCKa CEPIACUHO-COCYIUCTHIX 3a00JIeBaHUMN, TaK U HAJIMYHUEM XPOHUYE-
CKOTO BOcCMajeHHs,, NOOOYHbIMU 3(deKkTamu TPOTUBOPEBMATHUECKON Tepanuu U, YTO OCOOEHHO
Ba)XHO, HEJJOCTAaTOYHBIM BHUMAHUEM K PaHHEW TMarHOCTUKE CEPACYHO-COCYIUCTHIX 3a00I€BaHUN U
ux npoduiakruke [8, 12].

JurenbHoe nedenue rirokokoprukongamu (I'K) GonpHBIX ¢ peBMarnueckuMu 3abolieBa-
HUSMHU TaKXKe€ YBEJIMUMUBAET PUCK CEPIEYHO-COCYIUCTHIX OClIoKHEeHU. Ha npumepe peBMatoniHoro
apTpuTa J0KazaHo, uyTo jinurenasHoe (O6onee 10 net) mpumenenne Hu3kux 103 'K (Mmenee 10 mr/cyr)
MIPUBOJUT K YBEIMUEHUIO PUCKa cMepTHOCTH [15].

JlokazaHo no3o3aBucumoe nericteue 'K Ha moBblIeHnE BEPOSATHOCTH Pa3BUTHUS CEPACUHO-
COCYIMCTBIX OCJIO)KHEHUH C MSTUKPAaTHBIM YBEJIIMYEHHEM pUCKa B rpymie 0onapHbIX PA, momyuaro-
mux 'K B no3e 6onee 7,5 mr/cyr. [16].
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[IpencraBisieM KIMHUYECKOE HAOIIOJIEHUE, IEMOHCTPUPYIOLIEE CIIOKHOCTh BEJIEHUS 0OJIb-
HOM CO CMeEIIaHHBIM 3a00JICBaHUEM COEAMHUTENbHOU TKaHu (cuHapomoM Illapma), mepenecmeit
nH(papKT MUOKap/a.

[MTanmentka I'., 1971 1. p., ObUIa rOCIUTATM3UPOBAHA B OTHEIeHUE Kapauoioruu Kpaesoit
KJIIMHUYECKOW 00NbHUIIBI T. YnuTta B centsiope 2019 rona B miaHOBOM MOPSAKE B CBSI3U C Kajmobamu
Ha aAuckoM@opT B 00JacTH cepaua, KojiedaHusl 3HaU€HUN apTepHaIbHOTO JIaBJICHUS, OJABIIIKY IIPU
yMepeHHOH (hr3HuecKoi Harpyske, 3s0K0CTh U OJIeIHOCTh NaJIbLIEB KUCTEH, 00N HOIOLIETo Xapak-
Tepa U HENPOJOKUTEIbHYIO YTPEHHIOI0 CKOBAaHHOCTh B CyCTaBax, OLIYLIEHHE «KOMKa» B TOpIIE,
criacTuyeckue 00JM B JKMBOTE 0€3 YeTKOM JoKallm3aluy, 0011 B MBIIILAX IJIEYEBOro mosica u Oe-
JIEpP, MBIIIIEYHYIO CIIa00CTh.

W3 anamuesa: B 2000 rony B nebroTe 3a00j€BaHUS OTMEUAIUCh MPU3HAKU MOJMMHUO3UTA
(601 M CKOBaHHOCTh BO BCEX IpyIIax MbIIII, MbIIIeUHasi c1a00CTh), CHCTEMHOM CKIIEPOJIEPMUHU
(BpIpaKEHHbIE TPOSIBIECHUS CUHApoMa PeiiHO, OoTeYHOCTh MajblieB KUcTed U (opMHpyrOLIascs
CKJIEpPOJAKTHIINSA) U CUCTEMHOM KpacHOW BOJYaHKH (HEPPUT C apTepHalIbHOM THIIepTeH3ueH, ¢ MO-
JI0JI0TO Bo3pacTa GOTOJAEpMaTUT, IPU UMMYHOJIOTHYECKOM 00ciiefoBaHuH 0OHapykeHbl LE— kier-
ku). [lepBUYHO BBICTABIEH IMArHo3 MOJIMMHUO3UTA M Ha3HAUYE€HAa MEJAMKAMEHTO3Hasl Tepanus npei-
HU30JI0HOM B 7103€ 80 MT ¢ MMOCJIEIYIOUM ITOCTENIEHHBIM CHIXKEHUEM JI0 25 MI' B CYTKH, Ba3oAujia-
TUPYIOLUMU IIpenapaTamMu (MEHTOKCUPWILINH, TUIUPUIAMOIT).

B 2002 rony, yuuThiBasi coueTaHHE KIMHUYECKUX CUMITOMOB: apTpalruu, MbIIIeYHOcIa-
00CTH, BBIPQXKEHHBIX IMPOSIBIIEHUN cuUHApoMa PeiiHO, OT€YHOCTH NaybLEB, CKIEPOJAKTHIIUU, BbI-
CTaBJICH JIMATHO3 CMeMaHHOTO 3a0oneBanus coeaunntenbHor Tkanu (CCJl + CKB). [Ipogomxena
Tepanusi METWIIIPEIHNU30JI0HOM B J03UPOBKE 25 MI' B CYTKH, Ba30JMWJIATUPYIOLIUMU IIpenapaTaMu
(Bazampocran - 40-60 Mkr B cyTku B TeueHue 10 nuelt, nentokcupmud 300 Mr B cyTku), 100aB-
JIeH NeHUIMUTaMuH - 500 Mr B CYTKH.

B 2007 rony mamuenTtka mpoxoamia oOcienoBanue u jaedeHue Ha 6aze MAIIO r. CaHkr-
[lerepOypra. /luarno3 cMemaHHoro 3a00JaeBaHUsl COCIUHUTENbHON TKAaHU MOATBEPKJIEH IPU Ipo-
BEJICHUM MMMYHOJIOTHYECKOIr0 HcciaenoBanus (BbisiBieHbl aHTuTena k RNP). PexomennoBano mpo-
JOJKUTh TEPaIvio TIIOKOKOPTUKOCTEPOUIaMH, NEHUIMIIJIAMUHOM, IpenapataMu ¢ Ba30HJIaTH-
PYIOIIUM JEHCTBUEM.

B 2008 roay BCBSA3M € yCHUJICHMEM CHMIITOMOB 3a00JI€BaHMs U BBICOKOM JIaDOpaTOpHOU ak-
tuBHOCTHIO (yBenmmueHue COD mo 40 mm/gac, C-peaktuBHOro Oenka a0 10 Mr/mr) npuHsITO pere-
HUE O MPOBEACHUU N€HHO-MH)XKEHEPHOU Tepamnuu aHTU-B-kieTouHslMU npenaparamMu (puTyKcHUMa-
60oM), BeinosiHeHO 6 BBeneHuit mo 500 mr B 2008, 2009 romax. Ha ¢one mpoBogumoil tepamnuu
YMEHBIIUIIOCH YYBCTBO CTSHYTOCTH KOKHU, KYIUPOBAH CYCTaBHOM CHHIPOM.

B 2010 rogy y mauuMeHTKH AMArHOCTHPOBAH MEJIKOKJIETOUHBIN WHTPAdMUTENUAIbHBIA pak
HIeKu MaTky, onepauus nposeaeHa B gekadbpe 2010 roga. B cBs3u ¢ nuarHocTupoBaHHBIM HOBO-
o0pa3oBaHUEM Tepanus UTOCTATUYECKUMU IIpernapaTaMy MpeKpalieHa.

B nanpHeiieM B TeueHue 2-x JIeT — HAOMIOJCHUE TI0O MECTY JKHUTENIbCcTBA. OTMEUAIOCh TO-
CTENIEHHOE yXY/IICHUE CAMOYYBCTBUS B BUJIE IIPUCOEIMHEHHUS HOBBIX 04aroB CKJIEPOIEPMHUUECKOTO
MOPAXKEHUS KOXKHU (PUCYHOK 1).

Puc. 1. CxieposepMiueckoe mopaxeHne KoK B 00J1aCTH JISBOTO TOJICHOCTOITHOTO CYCTaBa
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B 2012 roay Bo300HOBIIEHO JieueHHE TUTOCTaTHYeCKUMH niperiapatamu. B 2012-2017 rogax
npoxojuia o0cae0BaHue U JICUCHHE B YCIOBUAX peBmarojiorndeckoro cranuonapa (KKb r. Uura
u MATIIO r. Caukr-IlerepOypra). [Ipu o6cnenoBannn B KIMHUYECKOM aHAJIN3€ KPOBU OTMEYAETCs
yckopenue COD o 30 mm/yac, B aHaJIM3€ MOYM OTKJIOHEHHUI OT HOpM HeT.. [Io naHHbIM OMoXUMH-
YECKOTO HMCCIIeIOBaHUs KpoBH ompenersuiack auciunuaemus (JITTHIT 4,01 mmouns/in), aucnpoTren-
HeMus (rurnepraMmarioOynuHeMust), ypenndenue ypoBHs C-peaktuBHoro 6enka 1o 10 mr/mi. [po-
J0JDKEHA Tepanus cocyaucTeiMu (Bazampoctan 40-60 mkr B Teuenue 10-14 nueit kypcamu 2 pasa B
ron), nporuBoBocnanureabHbiMu (Kynpenwi, HIIBC) u runorensuBHeiMH npenaparamu (J103ap-
TaH), MyJbc-Tepanus MeTuianpeaau3onoHom 1000 mr 3-4 pasa B roj, peryiasipHO NPOBOJUINCH Kyp-
cel Iasmadepesa. Ha pone koMrmiekCHOM Tepanuu yiajaoch CHU3UTH TaOJETUPOBAHHBIN MPETHU-
30JI0H 710 4 MI' B CYTKH.

CocrosiHue ocnoxkHuiock B siHBape 2018 roja, xorja manumeHTKa NEpeHecia OCTPhId UH-
(dapkT MHOKapAa HUKHEH CTEHKH JIEBOTO >kelymouka ¢ 3yorom Q. Ilo pesynpratam mpoBeaeHHs
KOpOHapHOAaHTuoTrpaduu BHISBIEHA OCTpasi OKKJIIO3HsI MPAaBOM KOPOHAPHOU apTepuu cepaia (pucy-
HOK 2). [IpoBeneHo crentupoBanue [1KA rojomeraminyeckum CTEHTOM, KPOBOTOK BOCCTaHOBJIEH

(pucynox 3).

GUMEN™ UK OL'Sa MO,

Puc. 2. Octpas oxximiosus [1IKA. Puc. 3. Bux [IKA nocie BoccTaHOBICHHS
KpOBOTOKA

[TanueHnTKe peKOMEHJ0BaHO BO3AEpKaThCsl OT MPOBEACHUS Tepanuu anrpocraauiom. [1po-
J0JiKalia MpueM MeTUnpeHu3onona 4 mr, nenuipuiamuda 500 mr. Ha ¢one oTcyrcTBuUs Ba3oiu-
JATUPYIOILIEN Tepaliyi OTMETUIIA YCUIIEHUE IPOSIBICHUI cuHapoMa PeiiHo.

B 2019 rony — o6cniemoBanne y KapIMosora 1o MOBOAY COXPaHSIOMUXCS O00Jiel B TIpeKap-
IUabHOM 00acTH, BO3HUKAIOIIKUX HA (POHE MOBBILICHHUS apTEPUAIBLHOTO JIABJICHUS U B HOYHOE
BpeMsi, OJIBIIIKY U MOBBIIIEHUSI YPOBHSI apTepHalIbHOr0 JaBieHus. [lanuenTka rocnutain3upoBaHa
B KapJMOJIOTHYECKOE OT/IEIICHUE Ul IPOBEJICHUSI KOPOHAPOAHTUOTpaduu U KOPPEKIUHU TEPaITHH.

[Ipu noctymiienun o61iee cocTosiHUE yAOBIeTBOpUTENbHOE. HopMocTeHnyeckuil Tum Teso-
cioxeHus. KoxHble MOKpOBBI 0JIEJHO-PO30BbIE, OTMEUAETCS] CKIEPOJAKTHIIMS, CKIEpOJepMuye-
CKOE MOpaXeHHE KOXM B 00JIACTH JIEBOTO T'OJICHOCTOIHOIO CycTaBa. B JIerkux JbIXaHHE BE3UKY-
JSIPHOE, XPUIIBl HE POCITyInBatoTcsl. YacToTa AbIXaTeNnbHbIX IBUKEHUH - 18 B MUHYTY (caTypauus
kuciaopoaa 97%). ToHsl cepala NpUTIyLIEHbI, PUTM MpaBUWIbHBIN. YacToTa cepAeuHbIX COKpalie-
Huit 94 yn/muH. AprepuansHoe gasinenue - 150/115 mm pt. ct. XKuBOT npu nanbnanuu MsSrkui,
6e30051e3HeHHbIN. [leuenb He yBenuueHa. CUMIITOM MOKOJIAYMBaHUS OTPULIATENIbHBIN ¢ 00€UX CTO-
poH. PU3NOJIOTHUYECKHE OTIIPABICHUS HE HAPYILIEHBI.

[Ipu o6cnenoBaHuy B KIMHUYECKOM, OMOXMMHYECKOM aHAJIN3€ KPOBU U aHAJIM3€ MOYM 3Ha-
YUMBIX OTKJIOHEHUH OT HOpM HeT. [Ipu uccienoBaHuy TUNUIHOTO CHEKTpa OTMEYEHO MOBBILICHHUE
ypoBHs o6miero xosnectepura a0 5,01 mmons/n, gucmunuaemust (JITTHIT 3,54 mmons/n). 1o ngan-
HBIM 3XOKapauorpapuu OTMEYaeTcs HE3HAuuTeNbHas, HEepaBHOMEpHas TunepTpodus Muokapia
MXII (B GazambHOM cermMeHTe - 10 12-13 MM, B MEIMaIbHOM CETMEHTE - A0 12 MM, MHOKap. ¢
MEJIKO0YaroBeiM ¢puodpo3om); ouaru pudpoza MIKII, Huwkueit crenku. [Ipu npoBeneHUH CyTOYHOTO
MOHHUTOPUPOBAHUS apTEPUAIILHOTO JaBjieHMs (Ha (OHE MPOBENCHUS TMIIOTEH3UBHOM Tepanuu) pe-
TUCTpUpYETCs: cTabuibHas AHEBHas aquactoindeckas Al'; ymepeHHas HouHas cucroinueckas Al
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cTabwmiIbHAs BBICOKAs HOYHAs quactosimueckas Al'; HopMabHOE cpeaHecyTouHoe mynbcoBoe AJl;
MakcumaiabHoe noBeimenne AJl mo 172/118 mm prt.ct.; MmuaumansHoe A/l - 94/60 mMm pt. cT. Ilo
JaHHBIM YJIBTPAa3BYKOBOM nomruieporpaduu OpaxuonedanbHbIX apTepHil BBISIBICHO YTOJIIEHHE
KM B yctee BCA (cneBa) mo 21% (mo muamerpy npoaonasno ECST). Enunnunbie arepockiepo-
trueckue Onsmku: B oudpypkamuu OCA (cmpaBa) 1o 19% u B yctee BCA (cnpaBa) mo 16% (1o
nuamertpy nponaoibHo ECST).

Panee ycTaHOBIIEHHBIN CTEHT NPU MIPOBEIEHUU KOPOHAPOAHTHOrpaQUH MPOXOAUM, OTMEUAETCS U3-
BUTOCTbh KOPOHAPHBIX apTepHil (pUCYHOK 4).

Puc. 4. Bun IIKA

Ha ocHoBanuu npoBeieHHOro 00cie10BaHus NAlMeHTKE ObLI BBICTABIIEH AUArHO3:

OcnoBuoit: UBC. CrabunpHas crenokapausi Hanpsokenus 2 OK. [loctundapkrabiii kap-
nrockiiepo3 (nHpapkt muokapaa ot 27.01.2018 r.). UTKA co cTenTupoBaHueM mpaBoil KOpoHap-
Ho# aptepuu ot 27.01.2018 1. XKenmynoukosas sxcTpacuctoyms 3 kinace o Jlayny. Hamkenymnouko-
Basl SKCTPACUCTOJIHSL.

Ocnoxunenusi: XCH II A ct. ¢ coxpaneHnHoi ¢pakuueii Beiopoca, 3 OK.

®onoBelit quarnos: Cunapom lllapna, xpoHudeckoe TeueHue, akTUBHOCTh 1 ctenenu. [lo-
aumuo3ut. Heppurt. CumnromaTiueckas aprepuaibHas rUnepreH3us 2 creneHu, puck 4. Cuaapom
Peitno Tsokenon crenenu. Hapymenue motopuku numieBona. [lonmaprpanrus. BackynuT cocynos
rosoBHoro mMo3ra. XbII 1 ct. (CK® no CKDEPI 106 mui/mun). HOC OK 1.

[To pe3ynbTaTaM NMpoBeAEHHOTO 00CIEeI0BAaHUS NAIIMEHTKE MPOJA0JIKEHA Teparus TeaMucap-
taHoM 80 MI/cyT, 3IIEpeHOHOM 25 Mr/cyT, amiaogunuHoM 10 Mr/cyr, aneTuacaluiuiIoBOl KUCIOo-
Tol 75 mr/cyr, aropBactatuHoM 30Mmr/cyt, TpumerazuauHoMm 70 mr/cyt, nenuuuiuiaMmuHom 500
MI/CYT, METHIINIPEAHNU30JI0HOM 4 Mmr/cyT. ns noctuxenus uenesbix 3Hauenuid JIINTHIT ycunena ru-
MOJIMIUACMHUYECKasl Tepanusi, K JedeHuro nooasieH 33etumud 10 mr/cyt. IlpoBenena xoppekius
aHTHAHTMHAJIBHOMN Tepanuu: GUCOIPOJIOI 3aMEHEH Ha HEOMBOJIOM 2,5 MI/CyT. C y4€TOM €ro Bazou-
JaTupyoero 3pgexra. YUnuTeiBasi OTCYTCTBHE B HACTOSIEE BpeMs IPOTUBONIOKa3aHUM, PEKOMEH-
JI0OBaHO BO300HOBUTH MPUEM Ba30AMJIATHPYIOIIUX MpenaparoB (Bazampoctad 40-60 MK B TedeHHE
10-14 nueit) ¢ nenbo JedeHus cuaapoma Peiino.

3akiouenue. [IpeacTaBiaeHHBIN KIMHUYECKUN CIydaldl JEMOHCTPHUPYET CIIOXKHOCTH Bee-
HUS TAIMEHTKH C PEJKUM 3a00JIeBaHUEM COEIUMHUTEIbHON TKaHu — cuHapoMoM Illapma, nepenec-
el uapapkt Muokapaa. CoueraHue peBMATOJOTMYECKOro 3a00JIeBaHUS C UIIEMHYECKOW 0oJes-
HBIO Cep/lla MPUBOAUT K TPYIHOCTSIM B ONpEE/CHUU TaKTUKU JICYEHUs NaHHBIX HanueHtoB. Ha-
3HAYEHHUE OIpPENIEIICHHBIX TPYII aHTHAHTMHAIbHBIX (OeTa-aJpeHo0I0KaTOpoB) U MPOTUBOIIOKA3a-
HUE K IPUMEHEHUIO Ba30WJIaTHPYIOIIUX MpenapaTroB (aHTarOHUCTHI KalbLMs, aJlpoCcTaan, MeH-
TOKCU(DUIUIMH, TUNUPHUIAMOJI) B OCTpBIA mepuoj HMH(papKkTa MHOKApAa HPUBOIUT K 3HAYUMOMY
yCyryOJIeHHIO T€YEHHs] CMEIIaHHOTO 3a00JI€BaHUSl COEAMHUTEIBHOW TKAaHU U MPOTPECCUPOBAHUIO
cunapoma PeiiHo.

Ha npumepe nanHO# NanMeHTKH Mbl IOKa3aJId TPYJIHOCTH B MIOCTAHOBKE NEPBUYHOTO JHar-
HO3a B JIe0I0Te CMELIaHHOTO 3a00JIeBaHuUsl COeIMHUTENbHON TKaHu (cuHapoMa lllapna) u nanbhen-
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IIeM JICYEHUH, 0COOEHHO IT0CIIe TIEPEHECEHHOr0 NH(AapKTa MUOKap/aa, pa3BuBIIerocs yepes 20 jer
oT Hayana Oosie3Hu. Takue OosibHBIE TPeOYIOT 0c000TO HAOMIOAECHHUS JJIs PELUIEHUS] BOIIPOCa O BbI-
00pe TAaKTHKHU U CBOEBPEMEHHON KOPPEKLUH TPOBOAUMOMN Teparuu.
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