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Peztome. Cucmemuniii ckiepo3 — XpoHUYeCKoe aymouMMyHHOe 3a00esanue, xapakmepusyroujee-
€51 npozpeccupyiomum uopo30om KodCU U 6HYMpeHHUX 0p2anos. Mmeemcs npsamas cesa3b mexncoy npocHo-
30M U CPOKAMU YCMAHOBAEHUSL OUACHO3A U/UNU OPeaHHbIX nopadicenuil. Hepedko cucmemuwlil ckiepos ou-
acHocmupyemcs Ha cmaouu 6blPAINCEHHLIX KIIUHUYECKUX npO}ZGJZeHWZ, k0200 UBMEHEHUS 8 opearnax npu-
obpenu Heobpamumblil xapakmep u mepanusi Hedghpexmuena.

Knroueewie cnosa: cucmemuwiii cknepo3s, cunopom Peuino, ouaenocmuka.

Resume. Systemic sclerosis is a chronic autoimmune disease characterized by progressive fibrosis
of skin and internal organs. There is a direct relationship between the prognosis and the time of diagnosis
and / or organ damage. Often systemic sclerosis is diagnosed at the stage of pronounced clinical manifes-
tations, when changes in the organs have become irreversible and therapy is not effective.

Keywords: systemic sclerosis, Raynaud’s phenomenon, diagnosis.

AKTyanbHOCTh. CHCTEMHBIA CKJIEPO3 - CHCTEMHOE ayTOMMMYHHOE 3a00jeBaHuE
COEIMHUTEILHON TKaHU C Pa3HOOOpa3HbIMU KIMHUYECKMMHU MPOSBICHUSIMH, C BBICOKUM
PUCKOM OCJIO)KHEHHUW W JIETAJIbHOTO MCXO0/a. bojie3Hb MMeeT MIHUPOKYI0 reorpaduro pac-
MPOCTPAHEHUA U MOPAXKACT JIFOJACH Pa3IMYHOM pacoBOW NmpuHaiexHoCTH. [Iporpeccupy-
IOIllEE€ TEUYEHUE CHUCTEMHOIO CKJIEpO3a MPUBOJUT K PA3BUTHIO HEOOPATUMBIX (PUOPO3HBIX
M3MEHEHUH, BeAYIUX K HapyUIEHUIO (PYHKIIUK OPraHOB, UTO ONpPEAEIISET BHICOKYIO MHBA-
auan3anuio nanueHToB. [Ipu gaHHOM 3a00JieBaHMM BO3HMKAIOT OCJIOKHEHUS B BUJIE Jie-
TOYHOM apTEPUATIbHOU THUIIEPTEH3HUH, [IOUEUHOI0 CKIIEPOJAECPMHUUECKOTO KpH3a, BHE3ATHON
CMEPTH U PsII APYTHX, YTO MOBBIIIAET PUCK JIETAJIBLHOTO UCX0a. B cBsA3M ¢ 3TMU 00CTOS-
TEJIBCTBAMH BCE YCUJIUS B HACTOSLIEE BPEMs HalpaBJICHbI HA MIPENOTBPALICHUE 3a1EPKKU
B MIOCTAHOBKE JuarHo3a. J(PPEeKTUBHOCTH JEUEHHUs MPHU CUCTEMHOM CKIIEPO3€ B 3HAUU-
TEJIbHOU CTENEHM OIPENEIIACTCS PAHHUM HAadaJIoM TEPANHH.

Henanb: olleHKa JJIUTEILHOCTH TEUEHHSI CHCTEMHOTO CKJIEP03a OT NEPBBIX MPU3HAKOB
3a00eBaHus 10 MOCTAHOBKM JuarHo3a. M3yuenne Hanbosee 4acThIX MEPBBIX CUMITOMOB
3a00J1€BaHu.

3axaun:

1.0npenenuTs IIUTEBHOCTh TEYEHUSI CUCTEMHOIO CKJIEp03a OT MEPBBIX MPU3HAKOB
3a00s€eBaHus O IOCTAHOBKH TUArHO3a.

2. CpaBHUTH OJyYECHHBIE JaHHBIE C pe3ysibTaTamMu PO.

3. BersiBuTh Hanbosiee 4acThble MepBble CUMIITOMBI 3200JI€BaHUSI.

Matepuan u MeToabl. MaTeprualioM I UCCIEA0BAHUS MMOCITYKWJI apXUBHBIA Ma-
TepHall UCTOPUI OOJIe3HEH MAIMEHTOB C CUCTEMHBIM CKJIEPO30M, HAXOUBIINXCS Ha Jieue-
HUU B peBMartoioruyeckom otaeneHun Y3 «9 I'Kby» r. Muncka.

Pe3yabTarhl 1 HX 00CyxKAEHHE.

CucTeMHBIN CKIIEPO3 — MPOrpecCUpyIoliee MOJIUCUHAPOMHOE 3a00JIeBaHHE C XapaK-
TEPHBIMH U3MEHEHUSIMU KOKH, OIIOPHO-JBUTATEIHHOTO anmnapara, BHyTPEHHUX OPTaHOB U
pacnpoCTpaHEHHBIMH Ba30CMACTUYECKUMHM HApYLIEHUSIMU MO TUIY cuHJpoma PeliHo, B
OCHOBE KOTOPBIX JISKUT MMOPAKEHUE COEAMHUTENBHON TKaHU ¢ npeodiaganueM Gubdbposa u
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COCY/IOB MO THUITY OOJUTEPHUPYIOIIETO SHAAPTEPUOINTA, CO CIOKHBIM HUMMYHOIIaTOTEHe-
30M M, KaK CJIC/ICTBUE, KIIMHUYECKOH MOTMMOP(HOCTHIO [2]. BhIIEnsoT psia KIIMHUYECKUX
($hopM CHCTEMHOTO CKJIepo3a:

1. uddysHas, ¢ oOMUPHBIM MOPAXKEHUEM KOXKH U BHYTPEHHHUX OPTaHOB

2. JlumutupoBaHHasl CKIEpoJepMUs, BKItouas Tak Ha3biBaeMblii CREST-cunnpom
(xanpiuHO3, ¢eHoMeH PeliHO, TMIOTOHMS MHINEBOJA, CKICPOJAKTUIIUS, TEJICAHTUIKTA-
3UH).

3. Cxnepoaepmust 6€3 CKIepoaepMbI (TTOpaKEHNUE TOJBKO BUCIIEPATHHBIX OPTaHOB)
— penxas ¢opma O0JI€3HH, OTCYTCTBYET YIUIOTHEHUE KOXKH, Hamuuue (eHomeHna PeiiHo,
HAJIMYUe TPU3HAKOB JIETOUYHOTO (PuOpo3a, OCTPON CKIEPOAECPMHUUECKON MOYKH, MOpake-
Hus cepana u JXKT, BeisiBnenue antunykieapusix antuten (Scl-70, ACA, Hykieomsp-
HBIX).

4. ITepexpectrpie Gopmbl (Overlap-syndromes) - xapakTepHO coueTaHHE KIMHHYC-
ckux npuszHakoB CC M OJTHOTO MJIM HECKOJIBKUX CHUCTEMHBIX 3a00J€BaHUN COCAMHUTEIb-
HOM TKaHU: MOJUMHUO3UTA, PEBMATOMIHOIO apTPUTa, CUCTEMHOM KPacHOW BOJYaHKHU, 0O-
ne3Hsb llerpena.

@DopMBI CUCTEMHOTO CKJIEp03a CYIECTBEHHO Pa3IMYaloTCd MEXaHU3MaMH Pa3BUTHS
MaTOJIOTMYECKUX PEaKIUi, KIMHUYECKUMH TPOSBICHUSIMH U TTporHo3om. Haubomnee gacto
BCTpevaroTcs U Qy3Has U TUMUTHPOBaHHAs POpMEI [5].

Taonuya 1. CpaBHUTENBHAS XapaKkTepucTUKa MU y3HON M TUMUTHPOBAHHON (POPM CHCTEMHOTO
CKJIEpo3a.

Huddy3nas popma

JlumutrpoBaHHas popma

1. PacmpocrpaneHHOe nopakeHue KOXKHU
KOHEYHOCTEH U TYJIOBUINA (BbIIIE JIOK-
TEBBIX M KOJICHHBIX CYCTaBOR)

2. TeueHue ocTpoe, OBICTPONPOrpeccH-
pyromee

3. OnHoBpeMeHHoOE (B TeUEeHUE T0/1a) pas-
BUTHE MTOPAXKEHUS KOKH U CHHIPOMA
Peiino

4. PanHee 1 9acToe TIOpaKEHNE BHYT-
PEHHUX OpPraHoOB (JIETKUX, OYEK,
cepaua, XKKT), cumnToMm kpenuranuu
CYXOXKHJINI

5. YacTo BBIABISIOTCS aHTUTOIIOU30MeE-
pasHble ayroantutena (antu-Scl-70)

6. JecTpyKiusi KaniUISIPOB

7. Tlnoxoii mporuos

OrpaHudeHHOE MopakeHue KOXHU (KHUCTH,
CTOIIBI, JTUIIO)

Teuenue XxpoHUUYECKOE, MEJIEHHO MPO-
rpeccupyroniee

JUIMTeNnbHO «M30IMPOBAaHHBII (EHOMEH
PeliHO — 32 HECKOJIBKO JIET 1O BOBJICUYEHUS
KOKH U TIOSIBJICHUS APYTHX TPU3HAKOB
TUNUYHBI TeJI€aHTUIKTA3UU, KaTbI[MHO3,
M03/JHEE Pa3BUTHE JIETOYHOU rUIepTEeH-
3un (okoJ0 10% OONbHBIX)

Yacto BeisBisirorcst ALJA (anTHLIEHTpO-
MEpHBIE aHTUTENA)

Junaranus Kanuuispos

OTHOCHTENBHO 100pOKAYECTBEHHOE Te-
YeHHe
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TpyAHOCTH AMArHOCTUKH CHUCTEMHOT'O CKJIEPO3a HEPEIKO HOCAT OOBbEKTHBHBIN Xa-
paKTep U CBSI3aHbI B MIEPBYIO OYEPE/lb C TEM, YTO CHHAPOM PeitHo — mapkep 3a0oseBaHus,
KOTOPBIN BCTpedaeTcs y OOJBIIMHCTBA OOJBHBIX, — JJIUTEILHO MOXKET MPOTEKaTh U30JIH-
POBAHHO, MPEIIECTBYS PA3BUTHIO JIPYTUX KIMHUYECKUX MPOSIBICHUN O0JIE3HH, 0OCOOCHHO
pH JUMHTHPOBaHHOMU dopme [4].

OueHb BaK€H BPEMEHHOW MPOMEXYTOK Mexay AeOrToM cuHapoma PeitHo u nep-
BbIM «He-PeilHO» CHMITOMOM CHCTEMHOTO CKJIEp03a, MO CYTH, OH SIBJISIETCS TEM «OKHOM
TEpPANEBTUYECKUX BO3MOKHOCTEN», KOIJa MOYKHO OCTAHOBUTH IPOIPECCUPOBAHUE ITPO-
[ecca U MpeI0TBPATUTh HEOOpaTUMbIE CKIIEPOTHYECKUE TIOBpeKaeHus [1].

B uccienoBanue BKIIOUHIN 55 MAllMEHTOB, KOTOPbIE ObUIN pa3[eieHbl Ha 3 TPYIIIbI
B 3aBHCHUMOCTH OT (hOpMbI 3a00JI€BaHUS:

1 — numutupoBanHas (74,54%);

2 — mupdyznas (18,18%);

3 — overlap-cunapom (7,28%).

[Tpu aHanu3e nepBbIX CUMOTOMOB 3a00JIeBaHUs OBLJIO YCTAHOBIIEHO, YTO y 43 manu-
€HTOB CUCTEMHBIN CKJIEpO3 J1e0I0TUpoBai ¢ cuHapoMa PeliHo, y 9 - ¢ oTeka KOXH KOXKHU
KucTel, y | manueHTa — ¢ OABIIIKY, Y | U3 HUX NMEPBBIM CUMITOMOM OBLIO MOSIBIICHUE
ISITHA HA FOJIEHH, Y 1 — ¢ MPUITYXJIOCTH MACTHO-()ajaHTOBBIX CyCTaBOB KHUCTH.

B pesynprare n3ydeHus JUIMTEIBHOCTH TEUEHUsI CUCTEMHOTO CKIIEPO3a OT PA3BUTHS
cuHapoMa PeilHO 10 MOCTaHOBKM JuarHo3a ObLIM IMOJIyYEHBI CIIEAYIOIINE PEe3yibTaThl:
[IpY TUMUTUPOBAHHON (pOpME BpeMsi OT BO3HUKHOBEHHMSI CUHApOoMa PeilHO 10 mOCTaHOBKU
nuarHosa cocraBwio 2,84 roga. B Toxke Bpems B Poccuiickon dexnepanuu, no JaHHBIM
AmnanbeBoit Jluguu [leTpoBHBI, JIUTEIHHOCTE OOJIE3HU O OMPEACICHUS HO30JIOTHYECKOM
IIPUHAJIEKHOCTH COCTABIIAET B CPEAHEM J,6 JIET.

[Tpu nuddys3Hoit popme Bpemsi OT BOSHUKHOBEHUSI CUHAPOMa PeiiHO 10 mocTaHOB-
Kku auarHosa B PecnyOnuke benapyceb coctaBuio 1,8 rona. B Poccuun B cpenneM oHO co-
craBider 2,35 roja.

CucTeMHBIN CKIIEPO3 JIETKO AUArHOCTUPOBATh, KOrja 3a00JieBaHUE YK€ JIOLLIO JI0
CTaauu OOJUTEPUPYIOIEH BaCKyJIoNaTHH ¢ (prOPO30M KOKHU U 3HAUUTEITHHBIM MOPAXKEHU-
€M OpPraHOB-MHIIEHEH. BaXkHO MOHMMATh, YTO K MOMEHTY Hadyajla CAMITOMOB ITOBPEX/IE-
HUSl OPTaHOB, (PUOPO3HBIE/COCYAUCTHIE U3MEHEHHSI MOTJIU JITUTHCS YK€ HECKOJIBKO Mecs-
neB win naxe jger. OueHb paHHUE CTaIuU 3a00JI€BaHMS KIMHUYECKH XapaKTepU3YHTCS
HA4YaJIOM CUHJpoMa PElHO, MIOTHBIM OTEKOM KUCTEW, 4aCTO — MPUCYTCTBUEM ayTOAHTH-
TE€JI, TUIUYHBIX JJII CUCTEMHOrO CKiepo3a. OQHAaKO Ha CETONHSAIIHUNA JAEHb THArHO3 CHU-
CTEMHBIH CKJIEPO3 YCTAHABIMBAETCS C 3aJEPKKOM B HECKOJIBKO JIET MOCJIE HAadaja CUH-
npoma Peiino. B cBsizu ¢ 3TuM, pa3padoTaH ajJropuT™M AUArHOCTUKU OYEHb paHHEH CTaauu
CHUCTEMHOT0 CKJIepO3a.
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1-11 ypoBeHb:
nogospeHue
Ha CC[L

2-1 ypoBeHb:
auarHos

BonbHble c npegnonaraeMmbiMm gMmarHosom

cC vimetroT:

* beHomeH PeiHo
* OTeK KUcTel/cknepoaakTunmio

* NO3NTUBHLIM AHD

4

OcmMmoTp NnayveHTa peemMaTosiorom
* Kanunnapockonus
* OnpegeneHue Scl-70, ALIA

Ecnu HeraTM

OudbdpepeHum-
anbHbIM AMarHos
OcmoTp apyroro

Ecnu noautuBeH xXoTa 6bl 0gUH NPU3HaKkK,
ycTaHaBnMMBaeTcs AMarHos o4eHb paHHen CC/L
1 YTOYHAETCA Hanu4iune BUcuepuTos

cneuyuvanucra *

Martonorvm Het — HabnwgeHue
JuarHosa: oveHb paHHARA
(noknuHuyeckasn) ctagua CC[LO

Maronorusa ecte — nevyeHue
OuarHos: CC[, HavansHasa ctagus

P UCYHOK 1- I[I/IaFHOCTI/I‘-ICCKI/Iﬁ aJITOpUTM OYCHb paHHefI CTaJluu CUCTCMHOI'O CKJICPO34d.

BrlsiBIIeHHE TOPAKEHUSI BHYTPEHHUX OPIaHOB O3HAYAET, YTO 3a00JIEBaHUE YHKE

HaxXOJUTCS Ha CIEAYIONIEH - KIIMHUYECKU OYeBUIHON — cTaauu. B cBs3u ¢ 3TM HE0OXO-
JTUMO TIPOBEPUTH COOTBETCTBUE UMEIOIINXCS POSIBICHUN KiTaCCU(UKAITMOHHBIM KPUTE-
pusim tuardosa [3].

Taonuya 2. KnaccuukaioHHbIC KPUTEPUH POTPECCUPYIOIIETO CUCTEMHOTO CKIIEpO3a

ACR/EULAR 2013 r.

[TapameTpsl BapuanTsl bambr
[IPU3HAKOB
1. VnnotHeHue u yToJIEHHE 9
KOXH 00€HX PYK BbIILIE
MSICTHO-(DAJIaHTOBBIX CYyCTa-
BOB (IIDC) — npokcumasb-
Has CKJIepojiepMa
2. YmnotHenue u yronienue | - Ckiuepoaepma 2
KO>KH TTAJIBIIEB - TTAJIBIIBI TUCTATIbHEE 4
MSCTHO-(alaHrOBBIX
CYCTaBOB
3. JlururampbHas WIIeMUs - SI3BoukM 2
- PyOunku 3
4. TeneaHrnIKTa3UU 2
5. Kanummnspockonudeckue 2
M3MEHEHHMS
6. JlerouHnas aprepuaigbHas 2
THIIEPTEH3Us W/VITH HHTEP-
CTULIMAJIBHOE MTOpaKeHHUE
JIETKAX
7. ®enomeH Pelino 3
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8. CrnenuduyHbie ayTOaHTH- 3
Tena
(aaTu-Cki1-70, aHTULIEHTPOMEPHBIE,
k RNA-nonumepase I11)

[Tpu HaIMuMK ABYX MPU3HAKOB B pacueT NpuHUMAaeTcs 6ombiee 3Hadenue. Co-
IJIACHO 3TUM KpUTEpUsSIM O0IBHON KITacCUPUITUPYETCS KaK JOCTOBEPHbIM TUAarHO3 CH-
CTEMHBIN CKJIEpO3, €CIIM CyMMapHas OIleHKa MapaMeTpOoB paBHA UJIK MPeBbIIaeT 9 0asios.

BbIBOADI:

1. CpenHee BpeMsi MOCTAHOBKHM JIMArHO3a «CHUCTEMHBIN CKIIEPO3» OT MOSIBICHUS
MepBOTO MpHu3HaKa (cuHapoma PeitHo) coctaBmino 2,84 rojia npu TUMUATHPOBAHHOU (opMme
3aboseBanus, a mpu quddysnoi popme - 1,8 rona, B Toxe Bpems B Poccuiickoit dexnepa-
1uu, o gaHHbM Jluauu [leTpoBHBI AHaHBEBOH, IITUTEIBLHOCTD OOJIE3HU 10 ONpECICHUs
HO30JIOTUYECKON MPUHAJIEKHOCTH COCTABIISIET B CpeHEM 5,6 neT u 2,35 roga COOTBET-
cTtBeHHO. [lomydeHHbIe TaHHBIC MO3BOJISIIOT MPETIONOXKUTh, YTO B PecyOnuke benapych
JMArHOCTUKA CUCTEMHOIO CKJIEpO3a MPOBOAUTCS B 00Jiee paHHHE CPOKHU MO CPABHEHUIO C
Poccuiickon denepanuei.

2. HauGonee 4acThiM MEPBHIM KIMHUYECKUM MPU3HAKOM CHCTEMHOTO CKJIEpO3a, MO
JAHHBIM HAIIETO MCCIEI0OBaHus, siBisieTcs: cuHapoM PeitHo (78%), oqHako BCTpevaroTcs U
Oosee penkue BapuaHTHI J1e0I0Ta JAHHOTO 3a00JICBaHUS: IJIOTHBIA OTEK U YIUIOTHEHUE
Koxu kucteit (16,42%), onprka (1,86%) u nosiBinenue narHa Ha koxe (1,86%), npumyx-
JIOCTh ISICTHO-(hasTlaHTOBBIX CycTaBoB KucTH (1,86%).
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