40 % mauuentoB ¢ JIAI' He ynaBanocs noarsepauth auarno3 CCJl mo kputepusim 1980 r.,
4TO MOATBEpXkKIaeTcs uccaenopanusimMu P. Careira u coast. [To ux manHbM, Yepe3 12 £ 9 ner
HaOmoieHus1 B u3yyaeMoi rpymrne nanuentoB ¢ CCJl, npeuMyiiecTBeHHO BCIEACTBUE TshKeE-
noit JIAL" ymepio 22 %, u3 Hux 40 % He COOTBETCTBOBAIIM CTaphIM, HO COOTBETCTBOBAJIA HO-
BbIM Kputepusim CC/J [5].

[TokazaTenu 4acToThl BhIsiBIeHUs Jierounol runepren3uun (JII') y manuentoB ¢ CCJI mu-
poko BapeupytoT oT 5 10 60 % [2]. V tpetn nanuentoB ¢ auddy3Hoi Gopmoit CCJI BIABIISI-
ercs JII' kak nzonupoBannas (JIAI), Tak u cBsi3aHHAsI C IOPAKEHUEM JIETKUX, B TO BpeMs Kak
y MaUeHTOB ¢ IMMUTHpOBaHHOU (hopmoii JIAT BeisiBIsiercs wamie (oxoio 60 %) [2]. ITo nau-
HbIM Heknmto1oBo# u coaBT., B orcyrcTBue Jieuenus JII' mpu CCJL npoaomKuTeIbHOCTh KHU3-
HU OONBHBIX ¢ KiuHUYecku 3HaunMoit JII' B 60 % cimyuaeB He mpeBbimaer 2 jer. ['ognunas
BbDKMBaeMOCTh nanuenta npu coueranuu JIAI' u CCJL cocraBusier 82 %, 4TO 3HAYUTEIBHO
Xyxe, yeM 1pu uauonaruaeckoi JII' — 93 % [2].

Buieoown

[TonucucTeMHOCTh, MOJIMCUHIPOMHOCTb MMOPAXEHUS U MOIUMOP(HU3M KIMHUYECKHUX
nposieneHuit npu CCJ] nenaer HEBO3MOXKHBIM CO3[JaHUE €AUHBIX AUATHOCTUYCCKUX KPUTEPU-
€B ISl BepU(HKAIMK JaHHOTO 3a0oieBanHusi. Ho perynspHbIil nepecMoTp Kiaccu(ukannoH-
HBIX KPUTEPHUEB C YYETOM HOBBIX JAHHBIX O MATOTE€HE3€ M KIIMHUYECKUX TMPOSIBICHUSIX MMaTO-
JIOTUU TIO3BOJIIET JOCTOBEPHO MOBBICUTH YYBCTBUTEILHOCTD KPUTEPUEB U YIAYUYIIUTh IUATHO-
ctuky CC/l, B TOM unciie Ha €e paHHUX CTaIusX.
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Beeoenue

B nacrosmee BpeMs oco0oe BHUMaHHE 00paIaeTcsi Ha CTPOTO BHIPAKEHHYIO WHIUBUIY-
AIbHOCThH TEUSHHSI Pa3INYHbIX 3a00seBaHui. [IposBrneHne 601e3HN OTINYAETCS B 3aBUCUMOCTH
OT KOHCTHTYIIMH, BO3PAcTa, COIMUAILHOTO CTaTyca, IoJia marueHTa. MHOTHEe yYeHBIC 3aHMMa-
IOTCS MICCTIEIOBAaHUEM BIUSHHSI TIOJIOBOW MTPUHANICKHOCTH HA TEUEHHE U UCXOJ TOTO WU UHO-
ro 3abomneBaHus. Tak, UMEIOTCS JJAHHBIC TOM, YTO B OCHOBHOM YKCHIMHBI-TTAIIUEHTHI CTPAIAIOT
ayTOMMMYHHBIMH 3a005IeBaHUSMH. BO3MOXKHO, 3TO CBSI3aHO C Pa3iMUYUsIMH B BOCIPUUMYHBO-
CTH, TOPMOHAJTLHBIX BIIMSIHHSIX, TCHETUKE M PEAKIIUIX HA YKOJIOTHYECKUE TpHUrTepsl [1].

OpaHuM W3 TpelIcTaBUTENed ayTOMMMYHHBIX 3a00JEBaHHM SIBISETCS OTrpaHUYCHHAS
ckieponepmus (OC). 3aboneBanne MpeaCTaBIsIeT COO0N MOpaKeHNE KOXKHU (PEkKe CIUZUCTHIX
000JI04€K) B BUJE BOCHAJIUTEIBHBIX OYaroB C MOCIEAYIOIUM (opMupoBaHueM (HUOPO3HO-
aTpodmdeckux u3aMeHeHui. CKiIepoepMusl OTHOCUTCS K YUCITY J€PMAaTO30B C HEJIOCTATOTHO
W3YYEHHBIMH ATHOJOTHEH U maTtoreHe30M. OCHOBHYIO pOJib B TaTOreHe3e 3a00JIeBaHuUsl OTBO-
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JT UMMYHOOIIOCPEOBAHHOMY BOCHAJIIEHUIO, U3MEHEHUSIM MUKPOLMPKYJISLUN U HapyIIEHH-
sIM MeTab0IM3Ma KOMIIOHEHTOB COeTMHUTENIbHON TKaH| [2]. 3aboneBaemMocts OC cocTaBisieT
ot 0,24 no 3 ciydaeB Ha 100 Tbic. HaceneHus. B Hacrosiee BpeMs oTMedaeTcs pocT 3aboe-
BaemocTtd [3]. OC MoXeT BO3HUKATh B JIIOOOM BO3pacTe, HO Yallle BBHISBISETCS B BO3pACTe
30-55 ner. XKenmunusl 601er0T B 3—10 pa3 wamie myxuuH. [TaliueHThI )KEHCKOTO TI0J1a B BO3-
pacte 40-55 net cocraiustor 75 % 60apHBIX OC [4].

Henw

N3yunth renaepusie otanuus B TeueHun OC.

Mamepuan u memoowl ucciedosanus

Hamu Obun oOciieioBaHbl MAIMEHTHI, HAXOAMBIIKECS HA CTAIlHOHAPHOM JICUEHUU B
Yupexnenun «['oMenbckuil 00JaCTHON KIMHUYECKUM KOKHO-BEHEPOJIOTHYECKUN JIHCIIaH-
cep» ¢ ssuBaps 2018 mo urons 2019 rr.

VY maumentos, crpanatomux OC, u3ydasncs aHaMHe3, ONpeAensiach CTENeHb aKTHBHO-
ctH, (hopma 3ab0seBaHus, PaCIPOCTPAHEHHOCTH npouecca. CTeneHb aKTUBHOCTU U TsDKECTH
OC oneHuBasiach KIMHUYECKH C HCIOJIb30BAHHEM MOAU(DUIIMPOBAHHOIO HHIACKCA TSKECTH
ouarosoii ckiaeponepmun (Modified Localized Scleroderma Skin Severity Index — mLoSSI).
ITo mxaie ot 0 10 3 Mpou3BOAMIACE OLICHKA SPUTEMBI, YTOJIICHUS KOKH, a TAKXKE IMOSIBIICHHUS
HOBBIX 04aroB B 18 pa3nuuHbIX aHATOMUYECKUX obnacTsx. JlonomHurensHbii nuaeke, Local-
ized Scleroderma Skin Damage Index (LoSDI), 6611 KCIIOab30BaH TSl OLIEHKHU IePMAIbHON U
MOAKOXXHOU atpoduu [S]. Y manueHToB TakKe OIEHUBAIOCH HATMYKME COMMYTCTBYIOIIEH MaTo-
JIOTUU Ha OCHOBE M3Y4YEHHS MEIUIMHCKON JTOKYMEHTAlUU MAIUEHTOB U KOHCYJIbTAIlMH Bpa-
Ya-TeparneBTa, MPOBOJAMIUCH AHTPOIIOMETPUUECKHUE M3MEpPEeHHsl (POCT, BEC), PaCCUUTHIBAIICS
MHEKC Maccsl Tena 1o popmyine UMT = m / h?, roe m — macca Tena B kuorpammax; h —
pocT B MeTpax. HekoTopele mokazaTenu TUOHAHOTO 0OMeHa (X0JIeCTepHH, XOJIEeCTEePUH JIUIO-
MPOTEUHOB BBICOKOM IMJIOTHOCTH, XOJECTEPUH JIMIIOMPOTEHMHOB HU3KOW IUIOTHOCTH, XOJIeCTe-
PUH JIMIIONPOTEUHOB OYEHb HU3KOM IMJIOTHOCTY, TPUIVIMLEPHUIbI) ONPEAesINCch (pepMeHTa-
THUBHBIM METOJIOM IIpH oMoy anaauzaTopa Beckman Coulter AU480.

CraTucT4eckuii aHanu3 IPOBOIUIICS MPU MOMOIIH MaKeTa MPUKIAJAHOTO IPOrPaMMHOTO
obecrnieuenus «StatSoft Statistica» 10.0 (USA).

Pezynomamut uccnedosanus u ux oocyryicoenue

3a 18 Mecsues, B TeueHHE KOTOPBIX MTPOBOAMIIOCH UCCIEAOBAaHUE, B yUpexaeHUn «l o-
MENbCKUI 00JIaCTHOM KIIMHUYECKUI KOKHO-BEHEPOJIOTUYECKUH JUCIIAHCEP» MPOILIN CTallU-
OHApHOE JIEUeHUE 1o 1oBoAy ckiepoaepmun 108 manmenTos: 99 xeHmuH U 9 myxuuH. Ta-
KUM 00pa3oM, jkeHIIKH 06110 B 11 pa3 Gonblie, 4eM My>KUHMH, 4YTO COOTBETCTBYET JIUTEPATyp-
HBIM JaHHBIM O nipeobiiaganuu B cTpykType 3aboneBaemoctu OC xeHmmH. CpeaHuii Bo3pact
MAlUUEeHTOK-KEHUIUH cocTaBui 56,67 + 14,1 ner, cpegHuil BO3pacT NallM€HTOB-MY>KYUH CO-
craBui 43,67 £ 19,5 et (p < 0,01).

VY Bcex ManueHTOB OTCYTCTBOBAIM MPU3HAKU CUCTEMHOCTH. Y 18 ManneHTOK-KEeHIIUH U
| manueHTa-My»X4HUHBI ObUTa TeHepain3oBaHas ¢popMa 3a00JeBaHus C TOpaXKEHHEM 5 U OoJee
anatoMuyeckux obnacreit. bismeuynas popma OC HabmM0AaNACh Y OONBITMHCTBA MAIIMEHTOB.
JIuneitHas (oopma AMarHocTUpoBaHa y 4 MalUMeHTOK, 30cTepuopmMHasl — y OJHOH, y OAHOMN
nanueHTKy Oblla mporpeccupyroias arpodus auima [lappu-PomOepra ¢ mopaxennem TkaHei
IVIA3HUIBL. Y MYXXYMH Takxke npeobnaganu onsameunsie popmel OC. YV 1 nanuenTa 6bu1a 30-
crepudopmHas ckiaepoaepmus 'y 1 — nuneitnas. Cpegaue mokasaTesn MO (GUITMPOBaHHO-
ro MHJIEKCa TSHKECTH 04aroBou ckiepoaepmur mLoSSI He oTiMuanych y NalueHToB pa3HOro
nona. Cpennue 3HaueHus uHAekca coctaBwim 17,1 + 12 y sxxenmmd u 16 = 14,1 y MyX4uH.
[Tpu oneHKe BBIPAKEHHOCTHU IIYOUHBI aTPOPUUECKHUX MOPAXKEHUI KOKU OBLIIO BBISBIECHO, YTO
y JKEHIIMH MOPaXXeHUsI HOCAT Ooiee moBepxHOCTHBIN xapakTep (p < 0,05). Tak BbpakeHHast
aTpodus Koxu ObuTa Habmoganack y 10 manueHTok, ymepeHHas — y 42 MaiueHTOK, He3Ha-
YUTENbHON — y 47 MaleHTOK, BhIpayKeHHas aTpodusl MOJAKOKHO-)KUPOBOI KJIETUYAaTKH OIpe-
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JlensAnach y 7 malueHTok, ymepeHHas — y 17, HesHauntenbHasg — 40, y 35 maiueHTok aTpo-
(bust TOIKOKHO-KUPOBOU KIICTYATKUTKIMHIUYECKU HE ONPEAesuiach. Y MalleHTOB MY>KCKOTO
1oJia BhIpakKeHHas aTpodus KOXKu Habmoanach y 2 MalleHTOB, yMepeHHass — Yy 5, BbIpa-
JKEHHas aTpousi KOkH Obllla KITMHUYECKH BBISBIICHA y 2 MAIIUEHTOB, HE3HAYUTEIbHOE BOBJIIE-
YCHHUE TOJKOKHO-)KUPOBOH KJIETYATKU OIMPEACISUIOCh Y OJHOTO MAIlMeHTa-MY>KYUHBI, yMe-
peHHOe — Y 5, BbIpaKE€HHbIE aTpoPHUUECKHUe MOPAKEHUS MMOJAKOKHO->)KUPOBOI KII€TYaTKU Obl-
JIM BBIABIICHBI Y 3 MAIIMEHTOB.

HMunexc Macchl Tejla MalMEHTOK JKEHCKoro moja coctaBswi 30,87 + 5,46 kr/m?. JTumib
14 % manueHTOK MMEeNU HOPMalbHYI0O Maccy Tena, y 30 % Obuia n30bITOUHAsT Macca Tena,
56 % OBUIO OXKUPEHHUE TOW WM MHOW CTETEeHH. Y BCEX MAIlMEHTOK HaOJroa1cs abaoMuHAIb-
HBII THIT OkupeHns. THIEKC MacChl Tella MalyMeHToB MYKCKOTO0 rmojia coctaBmi 28,21 + 3,22 Kr/M>.
VY 3 mauueHToB OTMeYajiach HopMalbHasi Macca Tena, y 3 — Oblla u30bITOuHAs Macca Tena, u
y 3 manueHToB 0TMEYAIOCh OxupeHue | crenenu.

[Tpu M3ydeHUM COMyTCTBYIOUICH MATOJOTMH Yy MAIlMEHTOK BBIABICHO IpeoliajaHue 3a-
00JIeBaHMI CEPIEUHO-COCYAUCTON CUCTEMbI: apTepuanbHas runeprensus (87,1 %), moctuH-
dapxTHBIN Kapauockiepos (3 %), ¢pubpumsanus npeacepauit (6 %), 3acToiiHas HeIOCTATOU-
HOCTh KpoBooOparienus lla cramun no Bacunenko-Crpaxkecko (9 %), xpoHuuyeckasi peBma-
TUueckas 0onesnsb cepana — (4 %). YV 25,7 % naruentos ¢ OC Oblia IHarHOCTHPOBaHA Ha-
cTonuueckasi TUCGYHKIUS JIEBOroO kenmynouka. [Ipu mpoBenennu ynbTpacoHorpaduu Oblia
JIMarHOCTUPOBAaHA MATOJIOTUS IIUTOBUAHOM *KeJe3bl: y371080H 300 (32 %), ayTOMMMYHHBIN TH-
peounr (18 %), amenoma (3 %). CaxapubiM muaberom Il Ttuma crpagano 18 mamueHTOK-
KeHIMUH. Y 37 ManueHTOK ObUT TaCTPHUT, KaJbKYJIE3HBIA XOJCIHMCTUT ObUT (B TOM 4YHCIC B
aHamHe3e) y 23 manueHTok, 19 u3 Hux paHee MmepeHeciiv ONepaluio Mo MOBOAY XOJIEIUCTIKTO-
muH. COMyTCTBYIOIIAs MATOJOTHUA Y MY>KUHH Obllia IIPEACTABICHA CIeIyIOIIMMU 3a00JIeBaHU -
MU: KaJbKyJIE3HBIA XONEIUCTUT OblT y 1 marnuenta, unieMudeckas 0ole3Hb cepana — y 2, 3a-
CTOMHAs HEIOCTaTOYHOCTh KpoBooOparienus lla craguu nmo Bacunenko-Crpaxecko — y 1 ma-
[[UEHTa, TacTpUT — y | maruenTta. Y OJHOrO MalMeHTa B aHaMHe3e Obul MH(papKT MHOKap/a.
[Tpu mpoBeneHMH yibTpacoHOrpahuu NIMTOBUIHOW JKene3bl ObLI JUATHOCTHPOBAH ayTOWM-
MYHHBIA THPEOUINT Y OJHOTO IMAI[UeHTa. Pa3miane JaHHBIX TI0 COMYTCTBYIOMICH MATOJIOTHH Y
MAIKEHTOB PA3HOTO TI0JIa CKOPEE CBSI3aHO C Pa3InIreM BO3pacTa ABYX TPYIIIL.

[Ipu nposenenun aunugorpammbt y 80 % sxenuiud ¢ OC ObL1 AMarHOCTUPOBAH TOT WU
WHOW TUT aTepPOTeHHOM MUCIUNKIEMUH. Y MY>KUUH JTUCIUIHIEMUs ObliIa TUarHOCTUPOBAHA B
62,5 % cnyuaeB. YpOBEHb XOleCTepHMHA KPOBH ObUI BBIIIEC Yy KEHIIWH, YeM Y MAI[MEHTOB
myxckoro nona (p < 0,05). Tak ypoBeHb XoJjiecTepHHa KpOBH MAallMEHTOK cocTaBuia 6,08 +
1,24 MmmMonb/N, y AIMEHTOB-MYKUYMH BETMYMHA TAHHOTO MoKazarens coctabuiy 4,9 + 0,77 Mmons/11.
YpoBeHb X0JIECTEPUHA KPOBHU MAIUSHTOB HE KOPPEITUPOBAT C BO3PACTOM. | HTIEPTPUTIIUIICPH-
neMusi OblTa BeIsiBIICHA Y 44 % MaIMeHToK jkeHCcKoro mona u 37,5 % myxuus (p = 0,48).

3akniouenue

Taxum o6pazom, 3aboneBanuto OC Goee MoaBEpKEHbI MAIIMEHTHI KEeHCKOTOo Toia. Cpen-
HUM BO3pAacT MalMeHTOK-KEeHIIKUH Oosee yem Ha 10 ser Obul OoJbllie MAIlMEHTOB-MYKUYHH. Y
MAIMEHTOB-MYKYHH Yallle BCTpeYaTuch (OPMBI CKIEPOIEPMUN ¢ Oosiee TTyOOKUM BOBIICUEHHU-
€M I[10JIKOKHOM KUPOBOH KieTdaTku. [lanmeHTs! sxeHckoro nona, crpagatonme OC, nanbonee
9acTO UMEIOT M30BITOUHYIO MacCy Tela WK OXXHpPEHHE. Y MYXKYUH MPeoOsiafgaiyl MaueHThl ¢
HOpMaJIbHOW M U30BITOYHOM Maccoil Tena, OKUpEeHUe ObLIIO TOIBKO y TPETH MalleHTOB.

VY NaruMeHToK KEHCKOTO ToJjia CPer CONMYTCTBYIOIICH IMaTOJIOTHH OBLIO BBISBIICHA Ipe-
obnamanue 3a00J€BaHUN CEPACTHO-COCYTMCTON CUCTEMBI, UTO B TOM YHCJIE MOXKET OBITH CBSI-
3aHO C T€M, YTO CPEeHUN BO3PACT MYKUUH ObLI Oojiee ueM Ha 10 jeT MeHbIIe CpeJHEro BO3-
pacta xeHIWH. Hanuuue runepaunuaeMud mpeodiafano y TPyl MalueHTOK >KEHCKOTO
nosia. AyTOMMMYHHbBIE 3a00JIeBaHUS, KaK M B IIEJIOM B MOMYJISIUY, Yallle BCTPEYAIUCh y Ta-
IIUEHTOK >KEHCKOTO ToJIa.
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Beeoenue

Caxapubiii quader (CJl) npusnan BcemupHoil opranumzamnueit 3apaBooxpanenus (BO3)
OJIHUM U3 3a00JIeBaHUM, UMEIOIIUM AJis1 OOUIECTBEHHON MEIMIIMHBI IJI00aTbHOE 3HAYCHUE.
Pacnipocrpanennnocts CJl 2 Tuna B MUpE MPEBBIIAET BCE TEOPETUUYECKUE MPOrHO3bl. Eciaun
15 ner nazan skcnieptel BO3 npeanonaranu, uto k 2025 r. yncino nauueHtoB ¢ C/[ B mupe
cocraButr 380 muH yenoBek [l], To, mo maHHBEIM MeXIyHapOIHOW acconuanuy jauadera
(IDF), B 2011 r. ux 4uCIEHHOCTH yXe AocTUINa 366 MIH, a o mporHo3am skcneptoB BO3, k
2030 r. yucno nanuentoB ¢ CII 2 Tuna cocraBut 552 MiH 4enoBek [2]. Bei3piBaeT TpeBory To
00CTOSITENECTBO, YTO MOKA3aTeNM pacipocTpaHeHHOCTH U YacToThl CJl 2 Tuma B mocineaHue
rOJIbl UMEIOT TEHICHIMIO K POCTY B MOJIOJIBIX BO3pAcTHHIX rpymmax [3]. B To ke Bpems Oonee
50 % marmenToB ¢ CJI 2 Tuma faske He MOJ03PEBAOT O HATMYUH Y HUX ATOTO 3a00JI€BaHUs, TaK
KaK B T€4EHHE MHOTHUX JIET OHO MOKET MPOTEKaTh 0€3 BUAMMON KIMHUYECKON CUMIITOMATHKHY.

Baxmueiimeir ocobennoctbio CJI siBiseTcss 3HauMMas 4acToTa CEepJeUHO-COCYAMUCTBIX
OCJIO’)KHEHUH U BBICOKUH ypOBeHb cMepTHOCTH. B 60 % ciydaeB mpuunHOi cMepTH OOJIBHBIX
CJI 2 Tuma sBISIOTCS KapAUOBACKYJsIpHBIe U TOIbKO B 10 % 1epeOpoBacKysipHbIE pacCTpPOii-
ctBa [4]. JlokazaHo, YTO PUCK MUKPOCOCYIUCTHIX U MaKPOCOCYIUCTHIX ociokHeHui CJI, koTo-
pble SIBISIOTCS [1aTOr€HETUYECKUM CYOCTpaToM Ul Pa3BUTHUS CEPIEUHO-COCYAMCTBIX 3aboiie-
Banuii (CC3), Takux kak umemuueckas 6one3ns cepamna (MbC), xponnyeckas cepaeyHas He-
nocratounocts (XCH), pa3nudHble paccTpoiicTBa CepIeYHOr0 PUTMA U MPOBOJIUMOCTH, He-
cTaOuJIbHAs CTEHOKApUsl, aCCOLUUPYETCS C YPOBHEM IUIMKEMHH, Pa3BUTHEM CHHIpPOMA WH-
CYJIMHOPE3UCTEHTHOCTH U MIMKUPOBaHHBIM remoriioounom (HbAlc) [2, 3].

Lenw

Ananu3 CTpyKTypbl HanboJiee pacIpOCTPaHEHHBIX 3a00JIeBaHUN CepAeYHO-COCYIUCTOMN
CHCTEMBI y MAIIUEHTOB C CaXapHBIM JUA0ETOM 2 THIA.

Mamepuan u memoowvt ucciedo8anus

[IpoBeneH peTpOCIIEeKTUBHBIN aHAINU3 UCTOpHi Oose3Hu 404 MarMeHTOB, HAXOIUBIITHXCS
Ha CTallMOHAPHOM JIEYEHUU B SHIOKPUHOJIOTMUECKOM, KapJAHOJOTHYECKOM U TepaneBThYe-
ckoM otaeneHusx ['Y3 «['omenbckas ropojckas kauHudeckas OompHUIA Ne 3. Brimenena
Koroprta u3 246 nauuentoB ot 34 no 82 net (94 (38,2 %) myxuun u 152 (61,8 %) >xeHIuH)
co craxxem CJ1 2 tumna 6onee 5 et u Hanmunem CC3: UBC u (um) apTepraibHON MHITEPTeH-
3un (AI'). CpenHuii Bo3pacT NalMeHTOB COCTaBUI 58 JIeT.

154



