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Clinical case of systemic sclerosis in a male patient: gender differences

and possibilities of capillaroscopy
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A patient with a subacute course of systemic sclerosis (SSc) and a three-phase Raynaud's phenomenon at the onset of the disease is described.
The diagnosis was made in accordance with the ACR/EULAR 2013 criteria. Within § months of disease onset, the patient developed the classic
picture of SSc with multiple organ involvement, and nailfold capillaroscopy showed signs of the active stage of scleroderma angiopathy.
The factors for an unfavorable course of SSc were analyzed.
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CucremHas ckiiepoaepmust (CCJIl) — mporpeccupyioliee
MOJVMCUHAPOMHOE 3a00JIeBaHUE ¢ TTOPaKEHUEM KOXHU, OTIOPHO-
JIBUTATEILHOTO arrapaTa, BHyTPEHHUX OPTaHOB (JIETKUX, Cep/lia,
MUIIEBapUTEIBHOTO TPAKTa, TOUEK) U pacIipoCTpaHEHHbBIMU Ba-
30CIAaCTUYECKMMM HapyIlIeHUsIMU MO TUMY CUHApoMa PeiiHo
(CP). B ocnHose pazutusi CCJl j1eXUT nmopaxeHue COeauHU-
TEeJIbHOI TKaHU ¢ NpeobiaaganueM ¢pudpo3a, a TakKe MOBPEXKIECHUE
COCYIIOB I10 TUIY 00U TepUpYIOLIEro sHaapTepuoanTa [1].

B 3aBrCHMOCTH OT pacIIpOCTPaHEHHOCTH KOXKHBIX U3MEHEHUI
BBIIEISIOT ABe KiauHudyeckue popmbl CCI: TMMUTHPOBAHHYIO
¥ auddy3Hyto [2]. OcHOBHOE pa3inyune 3aKI04aeTcs B CTEIeHU
TMOpakeHUs KOXH, a TAKXKe B CKOPOCTH ITPOTPECCUPOBAHUY 3a-
OoJieBaHUS W BOBJICUEHUSI BHYTPEHHUX OpraHoB. [1pu iumutu-
poBanHoit CCJI, KoTopas SIBIISICTCSI CAMBIM PacIIPOCTPaHEHHBIM
BapMaHTOM, TOpaKeHME KOXHM OTPaHUYMBAETCS JIMIIOM U KO-
HEYHOCTSIMU A0 JIOKTEBBIX W KOJIEHHBIX CTMOOB U MPOUCXOAUT
oosiee mocreneHHo. Hanporus, nuddysnast CCJI xapakrepusyercst
0oJiee pacIIPOCTPAaHEHHBIM 1 BBIPAXKEHHBIM IMMOPaKeHUEM KOXKU
¢ OBICTPBIM TIPOTPECCUPOBAHMEM W BOBJICUEHHEM BHYTPEHHUX
OpPraHoOB U COMIPOBOXKAAETCS BBICOKOI cMepTHOCTHIO [3]. [Tomumo

84

3TOTO, pa3muyaroT oBeHTbHYI0 CCJI, pa3BUBaIOIIYIOCS Y IETEH,
U TIepeKPECTHY0 (hOpMY, TIPU KOTOPOIi HabII0AaeTCsl COUeTaHMe
CCJI ¢ mpyrum peBMaTUYeCKUM 3a00J1eBaHKEM C YETKOM HO30-
JIOTMYECKOI 0YepPUYEHHOCTDIO [4].

Drronorus 3a060JeBaHMsl, KaK U €ro TPUTTEPHbIE MEXaHU3MBbI,
IO KOHIIA HESICHBI, OTHAKO HayaJIbHble U3MEHEHUs B COCY/IaXx,
BEPOSITHO, CBSI3aHBI C BO3JCCTBUEM Pa3TMUHbBIX MH(MEKIIMOHHBIX
areHTOB, LIMTOTOKCUYECKUX T-KJIETOK, CBOOOMIHBIX PAIMKAIOB U
ayTOAHTHUTEJN K SHIOTeIMaNIbHBIM KiaeTKaM [S5]. [Tpu mopaxenuu
KPOBEHOCHBIX COCYIIOB, SIBJISIIOLIEMCS] HAYaIbHbIM 3BEHOM IaTO-
rene3a CCJI, HaOmogaeTcss CyoaHI0TeIMaIbHOE CKOITJICHUE aK-
TUBUPOBAHHBIX HUOPOOIACTOB UM MUOGUOPOOIACTOB C U30bI-
TOYHOI TTPOIYKIMeH KojutareHa | Thia 1 BHEKITeTOYHOTO MaTPHUKCA.
OtMmeuatotcst ponndepalnss UHTUMbI TIPU OTCYTCTBUU 3HAUU-
TEJIbHOTO BOCTIAJICHUsI, YBEIMYEHUE IHIOTETUATBHBIX KIICTOK,
HapylleHNe aHTMOoreHe3a, TOHyca M MPOHUIIAEMOCTH COCYIIOB,
AKTUBALIMSI TPOMOOIIMTOB U MOBBILICHHAsT KOATYJISILIUS IPU CHU-
>KeHHOM (ubpuHonuze. OauH U3 (HakTopoB, OMOCPEIYIOIINX
opMupoBaHUe cocymucToit MUCHYHKIINN, — HapylleHne baiaHca
Ba30KOHCTPUKTOPOB (3HIOTEIMHA) 1 BazonuiaaTatopos (NO) [3].
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3aboneBaeMocts CCJl BapbupyeTcs
ot 3,7 1o 19 Ha 1 MJIH HaceJleHUs B TO/.

Taommua 1. Knaccudukannonnsie kputepun CCJI ACR/EULAR 2013 1.
Table 1. Classification criteria for systemic sclerosis ACR/EULAR (2013)

OO01as eTaJibHOCTb COCTaBJisieT 10 5,3 Tlokazarenb Bapuanr Banasi
ciayyast Ha 1 mutH. 2KeHIIMHBI 0OJIeI0T B NPU3HAKOB
5—7 pas vaie MYXYMH, a UK 3a007e- 1. YILIOTHEHNE 1 YTOJIIEHIE KOX1 00erX pyK Bbitue [IDC - 9
BaeMocTu npuxoautcst Ha 30—60 set [1].
Huarnoctuka CCJI Ha MO3IHUX CTa- 2. YIUIOTHEHUE U YTOJIIIEHUE KOXU TaJIbLIeB Orex najublieB 2
Bce manbibt 4
JIASIX, COMPOBOXKAAIOLIMXCS XapaKTEPHbIM
’ p p p nucraibHee [TIPC
TMOPAXEHUEM KOXH, 3HAYUTEJTbHBIMU U3-
MEHEHWSIMU OPraHOB 1 OOJTUTEPUPYIOTIEH 3. JluruTanbHasi MLIEMUS SAzBouknu 2
BACKYJIONATUEi, HE BbI3bIBAET TPYIHOCTEN. PyGunku 3
OnHaKo paHHsSSI TMarHOCTUKA 3TOTO 3a-
o 4. TeneaHTUdKTA3UN - 2
00J1eBaHUS OCTACTCS CIOXKHOW KIMHUYE-
CKOIl TpOOJIEMOil, IpexXIe BCEro M3-3a 5. KanuuisipocKomuyecKye M3MeHEHUs - 2
HEoO0XOMMMOCTY Ha3HAUCHMUSI JIEUSHUSI 10
BO3HMKHOBEHUS HEOOPATUMBIX OPraHHBIX 6. JIAT n/nmm U3J1 - 2
noBpexaeHuil. C 1enbo BepuduKauuu 7 CP 3
JIMarHo3a B HACTOSIIIIEe BpPeMsl UCITOJb- ’
3YIOTCsl KIACCU(DUKALIMOHHBIE KPUTEPUU 8. Cnermmduunsie ayroantutena (k Scl70, aHTULIEHTPOMEPHBIE, — 3

ACR/EULAR (American College of
Rheumatology / European Alliance of As-
sociations for Rheumatology) 2013 1. [6]
(taba. 1). HecmoTps Ha 60jb110€ YUCIO
MapaMeTpPOB, BEICOKYIO YYBCTBUTEIBHOCTD
(91%) u cnetmuaHocTh (92%) 3TUX KPU-
TEpUEB, HEPENKHU CJydau 3aro3aaJou 1n-
arHOCTUKMU MPU UX UCITOIb30BaHUM. [1a-
LIMEHTHI C TOBbIIIEHHBIM puckoM pa3Butus CCII ¢ CP, crietiu-
buyecKUMU ayToaHTUTEIAMU U/ VJTH CTIeIn(PUIeCKUMU KaTui-
JIIPOCKOITMYECKUMI aHOMAIUSAMU, He HAaOMPaloT JOCTATOYHOTO
yycia 0ajuIoB A MOATBEPXKACHMS nrarHo3a. Kpome toro, Ha
PaHHUX CTaausIX 3a00J€BaHMsI BO3MOXHO O€CCUMMITOMHOE TO-
paxkeHHe OpPraHoB, B TO BpeMsl KaK KIMHUYECKUE MTPU3HAKHU IO~
sapisitorcst no3aHee [7]. 1o maHHBIM KaHaaCKOro perucrpa, y
359 nmaumenTtoB 3axepxkka auarHoctuku CCJ cocrabisiia
6,1 roma mociie BosHukHoBeHust CP 1 2,7 rojia 1mocie mosiBjieHUst
MPOYMX CUMIITOMOB 3abosieBaHus. B Poccuu nuarnos ycranas-
nmBaiics yepes 2,0—2,7 roga nociie BosHUKHOBeHUs1 CP nipu
nuddysHoit dopme CCJI 1 ToabKo yepes 4,8—6,5 roga npu am-
MUTHPOBaHHOM [7].

Ha ocHoBaHuu uccienoBaHuit paHHel cTaguu 3a001eBaHUs
W €T0 BOJIIOLNK OBIIO CIEIaHO 3aKJII0YEHUE O TOM, UTO «Tepa-
MEBTUYECKUM OKHOM», KOTJa MOXET OBITh JTOCTUTHYT MaKCH-
MaJIbHBII 3 deKT JaedyeHus, npu auddy3Hoit hopme sBasieTcst
MepBbIil roj 3a00JeBaHUs, a TIPU JUMUTUPOBAHHOI — TepBbIe
3—5 sret. DakTOpBI HEGIATOIIPUSITHOTO MPOTHO3a (paHHME TIPU3HAKK
octpoii quddysHoit CCJI) onpenesisiior HE0OOXOAUMOCTb YPIreHTHOI,
arpeccUBHO Tepanuu 3a6oseBanust [8]. [1py 3ToM 1T Ha3HAYCHUST
aZieKBaTHOI Teparyy BaxkeH MPaBUIbHBIN JUATHO3, YTO TpeOyeT
MOJHOro 00CIeI0BaHMSI MALlMEeHTa, B TOM YMCIe Ha HAIMYMe WK
oTcyTcTBUe KpuTtepues auardosa. Kpurepuu ACR 1980 1. u kpu-
Ttepuu, npemioxeHHbie H.I. [yceoit (1975), ncnonb3oBasiuuecs
B Halllell cTpaHe, He BKITIOYAIU KaMWUISIPOCKOIUIO HOTTEBOTO
noxa (KHJ) xak mertom mmarHoctuku CCI. Kpurepum
EULAR/ACR 2013 . paciumpuiu criekTp o0cien0BaHMii, Ha KO-
TOpbIE ciIeAyeT obpaliath BHUMaHue. Takke ¢ ydeToM HeOOXOau-
MOCTH paHHEro Hayaja Teparnuu, B pejesiax «TeparneBTuYeckoro
okHa», EUSTAR (EULAR Scleroderma Trials and Research Group)
npenioxuia Kkputepuu «oueHb panHeit CCl» — nogxon VEDOSS
(Very Early Disease Of Systemic Scleroderma). ITomoxuTeabHbII
pe3yJabTaT TecTa Ha aHTUHyKJeapHble aHTuTena (AHA), CP u
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Kk PHK-nonumepase 111)

TTyHKTBI 2 1 3 BKJIIOYAIOT IO JIBa BapyMaHTa IPU3HAKOB. B 00111y10 cymmy 6aslioB 100aBisieTcst
TOJIbKO MaKCUMaJbHOE 3HaYeHue npusHaka. [{uarno3 CCJl MOXHO YyCTaHOBUTH
Mpu cymme 6ajuioB >9.

Ipumeuanue. [TOC — nsicTHO-danaHroBbie cyctasbl; JIAI — erouHast aprepraibHasi TUIIEPTEH -
3ust; U3J1 — unTepcTuianbHoe 3a00IeBaHNe JIETKUX.

IJIOTHBIA OTEK MaJIbLIEB PACCMATPUBAIOTCS KaK «KpacHbIe (iaru»,
T. €. OCHOBHBIE TPU3HAKW, 3acTapisomue nogo3peBats CC/I.
Jnst monTBepXKAeHUs TUarHo3a TPeOYIOTCsSl TOMOJTHUTEbHbIE
tecThbl, ByacTHocTy KHJI v onpenenenue cnenmduueckux aHTUTEN
(aHTULIEHTPOMEPHBIX aHTUTEJ M aHTUTEJ K Toriouzomepase I, uiu
K Scl70). 3BecTHO, UTO Y MAaLIMEHTOB C KAIMWIISIPOCKOITMUECKUMU
U3MEHEHUSIMU, UMEIONNX crelnduieckue ayToaHTUTeNa, B
65,9 u 72,7% cnyyaeB 3ab0JieBaHUE MTPOTPECCUPOBAJIO IO KPUTE-
puansHoit CCJI yepe3 5 u 10 et cooTBeTCTBeHHO. TaknM 06pazom,
noaxon VEDOSS no3sonun uaeHTUUIMPOBATh MALIMEHTOB Ha
caMoli paHHel cTaauu 00JIe3HU, T. €. B ONTUMAaJIbHbIE CPOKM JIJIsI
Ha3zHaueHus crietuduyeckoii repanuu [9—12].

KHJI — HenHBa3uBHBIi, O€30MacHbI, TPOCTOI U OBICTPBII
METOJI U3YYeHUsI COCYIOB MUKPOIMPKYJIsITOpHOTO pycia. OHa
TO3BOJISIET BU3YAIbHO OLIEHUTH JIOKAJTBbHYIO KAaMMJUISIPHYIO CETh
HOTTEBOTO JI0Xa, 00HAPYXXUTb CTPYKTYPHbIE U3MEHEHUSI K-
JISIPOB M HapylIeHUe KanuuIsIpHOTO KpoBoToKa. HanboJiee noj-
pOOHO B OTEYECTBEHHON JIMTepaType KalWISIpOCKOMUYeCKue
usMmeHeHus: onucansl P.T. AnexneposbiM [13]. Beigensitor cie-
nyrouiue natojiornyeckue rnarrepHsl KHJI:

1. PacmiupeHue kanuwjuisipoB (yBeauuyeHue AUamMeTpa
>20 MKM), IpeACTaBI€HHOE IByMsI TUTIAMU: TOMOTEHHBIM U He-
paBHOMEpPHBIM. B mocnenHeM ciydyae MMeeTcsl TOJIbKO OTrpaHU-
YEeHHOE YBeJIMYEeHHUE IraMeTpa Karnwiisipa (MUKpOaHEeBpU3Ma).
ToMoreHHO pacimIMpeHHbIe KaMuUIIPhl ¢ IMaMeTpoM >50 MKM
TaKXKe Ha3bIBAIOT MeTaKaIWIISIPAMU.

2. Mukporemopparu M KalmwUIsIpHBIA TpoM603. Mmeror
BUJI TEMHBIX TOUEUHBIX TSITEH; TeMOpPParuu MosiBJsIIOTCST BCIEA-
CTBUE HapyILLIEHMs LEJOCTHOCTU KaNWJUISIPHON CTEHKU U OTJIO-
KeHUsT TeMOCHIePHHA B ITEPUBACKYJISIPHOM TIPOCTPAHCTBE; OHU
YaCTO aCCOLUMPYIOTCSH C paCUIMPEHUEM, a TAKXKe C TPOMOO30M
KaTWUISIPOB.

3. CHmxeHMe uncia (peayKims) Kamwiisipo. [IpuBogut kK
(hopMMPOBAHMIO YIACTKOB, JIMIIEHHBIX KAMLISIPOB (aBaCKY/ISIPHbIE
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Tabmmua 2. Cragun KaMWLIAPOCKONMYECKHX H3MeHeHuii [ 14]

Table 2. Stages of capillaroscopic changes [14]
Cranus Onucanue

Pannsis
AKTHUBHas

TMo3nusasa
(rycTble KanuUIsipHbIe MEeTI)

He6ombi10e KOIM4ecTBO TMTaHTCKUX KarmuJuisipoB 1 MHKpOKpOBOI/IBJII/IHHI/Iﬁ IIPU COXpaHECHUU OpraHmn3aluu 1 INIOTHOCTU KaITUJIJIAPOB
VBenuueHue Ynciia TMTaHTCKUX KarnmuuisipoB 1 MPIKpOKpOBOI/I3J'II/I$IHI/II7I, YMEpPEHHaA A€30pTraHn3alvs KalmnuIApHOro pycia

IIporpeccupyioiiiag Ae30prann3anunsi KanuuIIpHOToO pyciia, OOLIMPHBIE aBaCKYJISIpHbIE 00J1aCTH, @ TAKXKE HEOAHTMOTEHE3

Puc. 1. Koocnoie nposienenus y nayuenma K. Hamsiocenue koxcu
nepeoueli nosepxHocmu weu (a), omek koxcu auya (0, e), uH-
makmuas obaacme cnumvl (8)’

Fig. 1. Skin lesions in patient K. with SSc: skin tightness on the an-
terior surface of the neck (a), facial skin edema (6, ), intact area
on the back (8)

YUACTKM); OOBIYHO OHU MOSIBIISIIOTCS TIPU arpeCCMBHOM TEUCHUH
CCn.

4. AurnoreHe3 (HOBooOpa3oBaHMe KanmujuisipoB). Ompene-
JISTIOTCST YPEe3MEPHO M3BUTHIC, BETBsIIMECS (KyCTOBUIHBIE) Ka-
MWUISIPBI, 24 KalMWUIIPHbIE TIETJIM BHYTPU OTHOTO IEPMaJIbHOTO
COCOYKa, YPEe3MEPHO YUTMHEHHbIE KATTWIIJISIPHI.

B Hacrostiee BpeMst B MUpe ITUPOKO MCITOIb3YeTCsT KJlac-
cuduKanus Kanmwusipockonuuecknx uamenennii M. Cutolo u
coaBT. [14] (Tabu. 2).

KHJI BbI3bIBaeT OOJIBILION MHTEPEC KaK METO OOHAPYKEHUST
paHHUX COCYIUCTBIX HapyIIeHWI, MPEIIeCTBYIOMNUX APYTUM
MaToOJOrMYeCKUM TIpOsIBIICHUsIM 3a0ojieBaHus. B Hacrosiee
BpeMsI OHa IO MPaBY MOXET CUYUTATBCST «30JI0TBIM CTAHIAPTOM»
MOPGOJIOrMUECKOM OLIEHKH KAITMJUISIPOB HOTTEBOTO JI0XKa, a 0J1a-
romapsi paHHEMY BBISIBICHUIO M3MEHEHII MUKPOLIMPKYJISITOPHOIO

pyciia — TIepBUYHBIM METOIOM TUATHOCTUKM IPU TTOT03PSHUN
Ha CCJ] [15]. [TomMmuMoO 3TOro, yuyuThIBask XapakTep Kanuuisgpo-
CKOIMMYECKUX U3MEHEHUI, OObEKTUBHO OTPAKAIOIINX CTAIUIO 1
aktuBHocTh CCJl-anruonatuu, KHJI mo3Bojser olieHMBATh
NpOoTHO3 U 3(P(PEKTUBHOCTD MPOBOAUMOI Tepanuu [13].

IIpencrasnsiem onucanue nauveHra ¢ CCJ, Tpexda3zHbIM
CP, akTHBHOI KaITWJISIPOCKOITMYECKOM CTaIeid, TOJIMOPTaHHbIM
TOpPaXeHUEM U PE3UCTEHTHOCTHIO K CTAaHIAPTHOU IIUTOCTATUIE-
ckoit Tepanuu. [ameHT moanucan uHOOPMUPOBAHHOE COIIACHE
Ha IMy0JMKALUIO CBOUX IIEPCOHATBHBIX JaHHBIX.

Kaunuueckoe naoarooenue

Tlayuenm K., 36 1em, anexmpoceapusux, ROCHynu ¢ #canobamu
HA CKOBAHHOCMb NANBUEE PYK, UX NoOeneHuUe, NOCUHEeHUe U NOKPACHEHUe,
006 npu 6030elicmeuu xon00a, 604b 6 MEAKUX CYCMA8ax Kucmeil,
VHAOMHeHUe Kodcu wiel, npeoniequil u kucmet, o0uyio caabocme.
CemeliHblil aHAMHe3 OMseOueH — CUCIMEMHAs KPACHAs 8OAHAHKA
(CKB) y mamepu u podHoii cecmpul nayuenma.

Cuumaem cebs 60abhbim ¢ utonsn 2022 e., koeda uepes 1 mec
nocae nepeHeceHHo20 0CMpoo PecnupamopHo2o 3a001e8aHus no-
AGUAUCH PeOPUNbHASL AUXOPAOKA RO 8E4EPAM, HAPACMAIOWUE OMEKU
cmon u eoneneil. K aseycmy 2022 2. cocmosiHue yxyouuioce — Ha-
pacmanu OmeKu 8epXHUX U HUNCHUX KOHEUHOCMell, 603HUKAU OMeK
U HamsiceHue Kodcu nepeoHell no8epxHOCMU el, OmMmeHanoch
npoepeccuposanue mpexgaznoeo CP. Bnepesvie cocnumanuzupogan
6 pesemamonoeuyeckoe omoenenue, ycmaroeaen ouaenos CCIH, 6
c653U ¢ OUDGY3HBIM NOPAdCEHUEM KONCU, ObICIPOMOLL npo2peccu-
DOBAHUSL 3a001€6AHUS NPOGEOCHA NYAbC-MEPANUS MEMUANPEOHU3Z0~
sn0Hom 500 me mpuscost, HazHayenvt memomperxcam (MT) 15 me/ned
u Memuanpeonu3onon § me/cym enympo. O0Haxo mepanus He dara
aggpekma, u 6 dexabpe nayueHm nOBMOPHO 20CNUMANUZUPOBAH 8
pesemamonocuueckoe omoenrernue Kaunuxu um. 5.5. Diixearvoa
DIbOY BO «Cesepo-3anaiubiii 20cydapcmeentblilt MeOUyUHCKU
yrueepcumem um. U.U. Meunuxosa».

[lpu o6sexmusHom ocmompe obpauiano Ha ceds BHUMAHUE pac-
npoCmMpaneHHoe NOpadiceHue KOXNCU: UHOYpauus Koxcu Kucmeil, npeo-
naeuuil, auya, nepedreil nosepxnocmu wieu. Koxca moina kucmeii ¢
mpydom cobupanacs é ckaaoky. Ommeanoch 0epaHuuerue pazeudanus
uieu, 8bI36aHHOE HAMSNCCHUEM KOJCU ee nepedHeil NOBePXHOCMU,
Komopas maxce 6blaa omevHa u ¢ mpyoom coouparacs 6 ckaaoky
(puc. 1). Ha konuukax narvueé pyk eudnwl pyouuru. Koscrwiii cuem —
22 6anna uz 51 603modncHoeo (no wkane Rodnan). Tpexgpasnuwiii CP,
nposoyupyemblii 8030eticmeuem xXo100a U IMOUUOHAALHBIM CIIPECCOM
(puc. 2). Ilpu nanvhayuu ay4e3anscmHbuix cycmagos ¢ 00eux cmopoH —
YMepeHHAs: 00Ne3HEHHOCMY, Pa3eUOaHUe 6 NPABOM AYHe3aANICIMHOM
cycmase oeparuuero 0o 15 °, deudiceHus 6 cycmaeax Kucmeii maxaice
oepanuueHsl, mecm cocamust Kucmeii ompuyamenshuiii. Co cmopoHul
dpyeux opeanog u cucmem 6e3 ocobeHHocmell.

Obwguil U OUOXUMUMECKUI AHAAU3bL KPOBU U AHAAU3 MOHU Oe3
3Hauumbix omiaoHenui. Ommeueno nogvienue yposts CPB do

'1IBeTHBIC PUCYHKH K 3TOU CTaThe MpeCcTaBIeHbI Ha caiiTe: mrj.ima-press.net
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13,6 me/n (<0,5 me/n). HmmyHonoeuueckoe
uccredosanue nOOMEepoUno Haauuue cneli-
duueckux ons CCA aymoanmumen: AHA 6
mumpe >1:1280, amwmumen k Scl70
>100 Eo/mn (nopma <25 Ed/mn). Yposens
C3-, C4-komnonenmos Komnaiemenma 0e3
OMKAOHEHUI].

Ha aaexkmpokapouoepamme 3apeeu-
CIMPUPOBAHBL CUHYCOBbLIL PUMM, B03MONCHbIE
ubpo3Hbvle U3MeHeHUs HUJICHell CMEeHKU Ae-
6020 Jicenydouka, HecneyupuuecKue Hapy-
wenus penoaapuzayuu. Ilpu penmeenono-
2UHECKOM UCCAeO08AHUL OOHAPYICEHA axa-
nazus nuweeooa 1-i cmenenu. Ilo dannoim
axoxapouoepapuu (9xoKI) pacuemnoe cu-
cmoauyeckoe dagaenue 6 1e204HOl apmepul noguvluero 00 37 Mm
pm. cm., 8 0CMAanbHOM 6e3 3HA4UMbIX OMKAOHeHUll. Komnbiomepras
momoepagua opearnos epyOHOll KAeMKU CEelCUX 04a208biX U UH-
QUABMPAMUBHBIX UBMEHEHUIL 8 Ne2KUX HE BbIABUAA, OMMEHeHA MU-
HUMANbHAS BHYMPUPYOHAs AumM@padenonamus.

Ilpu KHJI (puc. 3) nabaodanracy akmuenas cmaous cKaepo-
depmuueckoli aneuonamuu: 00NbUUHCINGO

Puc. 2. Kucmu nayuenma K. 6o épems amaxu CP. Boipaxcennas uuwemus yKazamenbHbvix

nanvyes (a), akpouuaros (6)

Fig. 2. Patient’s K. hands during Raynaud's phenomenon attack: pronounced ischemia of the

index fingers (a), acrocyanosis (6)

Pexomendosano npodonxcumo aeuenue MMD 2 z/cym, me-
muanpeoHu30n0Hom 8 me/cym, omenpazonom 40 me/cym, Hughedunurom
10me/cym, kapouomaenunom 75 me/cym. [loemopHbiil yuki 66edenus
pumykcumaba 6 doze 1000 me 3anaanuposan uepes 6 mec.

Oocyxnenne. Y myxund CCJI mporekaeT OoJiee TSKeIo,

Kanuansipos Obiau pacuiupensl U U3eumol.
Onpedeasiauce MHOJCeCmEeHHble 2eMopparul,
a maKice y4acmky HeOAH2UO2eHe3d, IPUm-
POUUMAPHbIE <CAAONCU», CHUICEHUE NA0M -
HOCMU KANUANAPHBIX Nemenb.

Bo epems eocnumanuzayuu nposederna
nyavc-mepanus yukaogocghamudom 1000 me
00HOKPamuo u memuanpeorusononom 500 me
mpuxcosl. B ceés3u ¢ HedocmamouHvim 3¢h-
gexmom mepanuu MT 6 meuenue 6 mec (co-
XpaHeHue ckaepooepmbl, apmpaneuil, blCOKUL
ypoeenv CPB) on 3amenen Ha moghemuna mu-
Kogheronam (MM®D) 1 o/cym.

B gpespane 2023 2. nayuenm 61ogw eoc-
numanuzuposar 6 Kiunuky um. 3.9. Ji-
xeanvoa. Ommeuanocy He3HavumenbHoe
VMeHbULeHUe KOJCHbIX U CYCMABHBIX U3Me-
nenuii. Jloza MM® nosviwena do 2 e/cym.
Yuumwvieas nedocmamounviii 3¢ppexm 6a-
BUCHbIX NPOMUBOBOCNANUMENbHBIX NPENna-

PAmMoe, COXPaHeHUe GbiPANCCHHOU UHOYPAUUU
KOdICU, apmpaneuil u CKOBAHHOCMI CYCMABo8,
BbINONHEHbL GHYMPUBCHHAS UHQY3USL PUMYK -
cumaba 6 0oze 500 me u cnycms 2 ned (mapm
2023 2.) — noemopHoe 6éedeHue pumyKcu-
maba 500 me. [lpu svinucke: KoxcHblil cuem
6 cpasnenuu ¢ dexaodpem 2022 e. cHuzuics ¢
22 0do 17 bannos, omeurnocms coneHell u 4a-
cmoma eosnuxnogenuss CP ymenvwunuces. Ilayuenm ykazan na
3HAUUMeNbHOe YAyYuleHue 00uieco Camouy8cmeus U yMeHbuleHue
caabocmu.

Buinucan 6 ydosnemeopumensHom cOCMOSHUU ¢ OKOHYAMENbHbIM
duaenozom: CCJI, ougpghysnas gpopma, nodocmpoe meuerue: uHOypayist
Koolcu auya, uleu, kucmeil, npeonaeduil (Kodxchulii cuem — 17 6ai106
no Rodnan), CP, oueumanvhvie pyouuku, noauapmpanauu, 33o0paeum,
Koceennvle npusnaku JIAI (cucmoauueckoe dasnenue 6 Ae204HOIl
apmepuu — 37 MM pm. ¢m), KAnUAAAPOCKOnu4ecKue (aKmueHblil
CKAepodepMutecKull mun usmeHeHuil) u UMMyHoao2ueckue (Haauvue
anmumen k Scl70) napywenus.

Cospemennas peemamonoeus. 2024, 18(1):84—89

Puc. 3. Kanuasspockonuueckas kapmura cocy0og Hoemeso2o 10J4ca y 300p08020 000po-
6oavya (a, 6) uy nayuenma K. (6—e). llpusnaxu neoaneuoeenesa (8, e), deaopeanuzayus
KanuansapHo2o pycaa (2), NOAHOKposue Kanuaisipos — 3pumpouumapHole «Caaoncu».
cmpeaKamu yKkasanl eemoppazuu (0)
Fig. 3. Capillaroscopic pattern of the nailfold vessels: in a healthy volunteer (a, 6), in patient
K. (6—e). Neoangiogenesis (8, e), capillary disorganization (2); engorgement of capillaries —
"erythrocyte sludges”, hemorrhages are indicated by arrows (0)

YeM y KEeHIIMH: Ha pAaHHUX CTAIMSX Yallle OTMeJaeTCs TIopaxeHue
JIETKMX W MBI, BBIIIE YpOBeHb aHTUTET K Scl70 m OenkoB
octpoii (aspl [16]. TakKe M3BECTHO, YTO y MYXKYUH MEHBIIIE
Bpemst oT Havasia CP o ycraHoBneHust auarto3sa [17]. ITo naHHbIM
C. Peoples u coaBr. [18], Takxke UMEIOTCSI pa3inyus B TCYCHUU
3a00JIeBaHMsI, BOBJICYEHN BHYTPEHHUX OPTaHOB, YaCTOTE PA3BUTHS
CP u ckyiepopakTiiimm, IMMYHOJIOTMUYECKUX MapKepax, a TakKe
10-neTHeli BekMBaeMocT. OCHOBHBIC KITMHUYECKUE Pa3 TS
B TeueHUn CC/I y My>KYMH 1 XXEHIIMH MTPUBEAEHBI B Ta0JI. 3.

B poccuiickom cpaBHutenbHoM uccienoBanuu H.I. [yceBoit
U coaBT. [19] Takxke ObLIO BbISIBJIEHO Mpeobiananue auddy3Ho
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Taomuua 3. OcHoBHbIE TeHIepPHbIE Pa3anyus KinHnaeckoit kaptuubl CCJL
Table 3. Significant gender-specific differences in the clinical picture of SSc

Kpurepnii MyK4nHbI

Bospacr ne6rota, robt 43,8

10-71eTHSI BBDKMBAEMOCTh (C MOMEHTA 45
MOSIBJIEHUsI CUMIITOMOB), %

Bosee wacras dpopma, % HNuddysHas — 34,4
Yacrora CP, % 84,1

Yacrora ckiepogaktuianu, % 83,2

BosneueHue opraHoB

Hawu6onee yacro U3J1, cepaiie, BoIpaXXeHHOE

ZKeHmuHbI
46,4

62

JlumutrpoBanHast — 58,3
94
75

Hau6osee yacto nepudeprdeckie Cocyast

nopaxeHue Koxu, KKT 1 onopHo-aBuraresib-

HBII anmapar

OcHOBHasI TpUYNHA CMEPTH, n3J1
cBsizaHHast ¢ CCJ

HMMyHOIOrHYeCK1e HapyIEHWsI
U3-PHII

[TepekpecTHBII CUHAPOM

Haub6onee yacto aHTUTE A K Tononzomepase [ u

Yarie ¢ mosim-/aepMaToMUO3UTOM

JIAT

Hau6onee yacto AHA 1 aHTUTE1a K LIEHTpOMEPaM

Yame ¢ CKB

ITpumeuanne. XKKT — xenynouno-kuiueuHslit Tpakt; U3-PHIT — U3-pubonykiieonporenH (hubdpuiuiapuH).
I EEEEEEEEEEEEEEEE————

dopmbr CCJl y My>KUrH C paciipocTpaHEHHBIM ITOPaskeHNEM KOXKH,
MPEUMYILIECTBEHHO WHAYPATUBHBIMA M3MEHEHUSIMM, BBIPAXKCH-
HBIMM HapyIICHUSIMU MUKPOLMPKYJISILIMH, TIOpaXKeHUEM CepIlia,
MHTEPCTULIMAIBHBIM JIETOYHBIM (hrOpo3oM ¢ passutreM JIATL. D1t
JTAHHBIE MTPSIMO COOTHOCSITCS C HALLIMM KJIMHUYECKUM HaOJIIONCHUEM,
JokasbiBast Kiiaccuueckoe TeueHue CCJI o «My>kckomy (heHOTHITY»,
¢ pasBuTHeM IU(dy3HON POPMbI, MHAYPATUBHBIM ITOPaKEHUEM
KOXH Jnla, meu, kucrteit, CP, KamuiisipocKonmMIecKuMU U3Me-
HEHUSIMU, COOTBETCTBYIOIIIMMU aKTUBHOMY CKJIEPOICPMUIECKOMY
TUITY; HATMIMEM 330(harura, MoJMapTpariii, a TaK:Ke KOCBEHHbBIX
npusHakoB JIAI' npu orcyrcTtBum npusHakos M3J1, 3Haunmoro
MopaXkeHMsI Cepjilia ¥ OTIOPHO-IABUTaTeILHOTO arrapara.

Ilo maHHBIM 3apy0eXHOU JUTEpaTypbl, MPOTHOCTUYECKU
HebIaronpusATHEIMU (pakTopamu cMepTHOCTH 0T CCJl IBJIsTIOTCS
nuddysHas popma, M3J1, mururaabHbIe SI3BBI, IIyM TPEHUS Cy-
XOXXWJIMI, MY>KCKO¥ T0J1, TO3IHMI BO3pacT Havasa 3a00aeBaHus
u uzonupoBaHHas JIAI (c yueToM cMepTeil HEMmoCpeaCTBEHHO
ot CCJl) kak B 00111ei1, TaK U B XXEHCKOI Koroprax. B Myxckoii
KOTOpTe HAOJIOMAt0TCS Te ke (haKTOPBI pHCKa, 3a UCKIIIOUCHUEM
n3onupoBanHoit JIAT u U3J1 [18, 20, 21]. HemanoBaxkxHbIM s1B-
JISICTCST M TIOBBILIIEHHBIN PUCK pa3BUTHS 3JI0KAYECTBEHHBIX HO-
BooOpazoBanuii (3HO). Tak, y 32 (19,5%) u3 164 nauneHTOB C
CC]JI B koropte Waikato BozHukyi 3HO, B OOJIbIIMHCTBE ClTyyacB
y MyxkunH. HaubGonee yacro Bcrpevanuch 3HO koxu (n=14,
43,7%), rpymu (n=6, 18,7%) n mumboma (n=5, 15,6%) [22].

KHJI, B cBoIO ouepenb, MOXET UMETh HE TOJIbKO JMArHO-
CTUYECKOE, HO 1 MMPOTHOCTUYECKOE 3HAYCHUE, UTO JEMOHCTPUPYET
Hallle KJIMHUYecKoe HaOmomeHue. Tak, Mo JaHHBIM perucrpa
EUSTAR, no3nHsisi ctaausi CKJIEpOJepMUYECKOM aHTMOIaTUu
yaiie HaOJIIoAaeTcsl Y MO3UTUBHBIX TTO aHTUTeN1aM K Scl70 maru-
eHTOB ¢ nuddy3Hoit ¢opmoii 6one3nu [23]. M. Bredemeier u

1. Ma3sypoB BU, penakrop. Kinunuueckast
peBMarojiorusi. PyKoBoaCTBO 11st Bpaueii.
3-e uznanue. Mocksa: E-Hoto; 2021. 696 c.
[Mazurov VI, editor. Klinicheskaya revmatolo-
gia. Rukovodstvo dlya vrachei [Clinical rheu-

matology. Guide for doctors]. 3rd edition.

Moscow: E-noto; 2021 696 p.].

2. Wollheim FA. Classification of systemic
sclerosis. Visions and reality. Rheumatology
(Oxford). 2005 Oct;44(10):1212-6.

COaBT. [24] 0OHAPYXWIIU, YTO TSIKECTb KAMUJUISIPOCKOMTUYECKUX
HapyieHuii y 6ombHbIx CCJI HampsiMyTo CBsI3aHa ¢ AKTUBHOCTBIO
3a00JIeBaHUsI JIETKUX, OCOOEHHO MTPU OTHOCUTETHLHO HEOOMBIIOM
nponomkuteabHoctu CCI (K5 ner). UHTepecHO HabmoneHue
P. Ostoji¢ 1 M. Damjanov [25], KoTopble 00HApYKWJI 3HAYUTETBHO
0oJiee HU3KYIO TUIOTHOCTh KalUJUISIpoB Y naiueHToB ¢ JIAT, cBs-
3aHHoit ¢ CC/I, o cpaBHeHUI0 ¢ mauueHTamu 6e3 JIAL. Otme-
YaeTcsl, YTO CHIDKEHUE TIOTHOCTH KATTWJUISIPOB, XOTSI U B MEHBIIIEH
CTeTIeHU, UMeJIOCh U Y TIAIMeHTOB ¢ unuomnatudeckoii JIAT mo
CPaBHEHMIO C TPYIINON KOHTPOJIsI. BhIsiBIeHa KOPPEesius MeX Iy
IUIOTHOCTBIO KanuuisipoB U TsikecTbio JIATD kak npu CCJI, Tak
u nipu uauonatuyeckoii JIAL. TToTepst KanwiasipoB B IMHAMUKE
SIBJISIETCSI HE3aBUCUMBIM MapKepoM OOLIEro MPpOrpeccupoBaHuUs
3a00JIeBaHYsI, TTOSIBJICHUST HOBBIX TUTUTAIBHBIX S13B, HADACTAHUS
[OpakeHUsI JIETOYHBIX COCYI0B, (hrbpo3a Koxu [26].

B Haiem HaO/mo1eHUM B IEPBYIO 04Yepeab oOpalliaeT Ha ce0st
BHUMaHHE COBOKYITHOCTb MHOXeCTBa (PaKTOPOB HEOIArONPUSITHOIO
tedeHust CCJI: My>XCKOM IOJT M OTSTOLICHHBIN CeMEiHbII aHaMHe3
no CKB, nuddysnas popma u panHee pazputue CP, BbipakeHHast
KamWUIIPOCKOITIECKast KApTUHA, a TAKXKE KOCBEHHBIE IPU3HAKY
JIAT o manubiM Dx0KT. [1epeuricieHHbIe (haKTOPbl MOPOUITHOCTH
U BBICOKUI PUCK JIETAIbHOCTU TUKTYIOT HEOOXOIMMOCTb paHHEN
YPreHTHO Teparuu 3a00/ieBaHKs, B JAHHOM CJTydae — Ha3HAYeHUS
aHTU-B-KkJeTouHoro npemnapara (putykcumao).

3akmouenue. [IpencraBicHHBIM KIMHAYECKUI CTydail mae-
MOHCTPUPYET BaXKHOCTb BCECTOPOHHETO 00CIIeJOBaHUSI MAlIeHTa
U OLEHKHU TSIKECTH TeUeHUs 3a00NieBaHMSI C MOMOIIBIO BCEX
MMEIOLIUXCSl B HACTOSIILIEN MOMEHT MapkepoB. [luarnoctuyeckast
Y IPOTHOCTUYECKAs! LIEGHHOCTh, a TAKXKe 0€30MacHOCTb U HU3Kast
croumocth KHJI nenatot ee nepBoouepeiHbIM METOJIOM UCCIe-
noBaHus nipu nono3penuun Ha CCI.

doi: 10.1093/rheumatology/keh671.
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