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1. 3aBUCMMOCTh TIPOTHO3a CHUCTEMHON
ckneponepmuu (CCJl) oT KIMHUYECKOM
(GopMBI, OpraHHOW TMaTOJIOTUM U €€
CBOEBPEMEHHOI TMarHOCTUKU. 4. HoBple Kaccu(pUKaLMOHHBIE KPUTEPUT

2. DBOJIIOLIUS TIOAXOA0B K JMAarHOCTUKE CCll, npemtoxennsie EULAR/ACR B
CCa. 2013

IMepBble KpUTEPUHM [UISL AMATHOCTUKHU cucTeMHOM ckiepoaepmun (CCJL) GbUIN MPeUIoKeHbl Kak MpeiBapuTe/ibHble AMepy-
KaHCKOIi KoJuierueit pesMatosoros B 1980 r. Dt Kputepuu ObUIM HaNpaBJIeHbI Ha BbISIBICHUE Pa3BEPHYTON KapTUHBI PEU-
MmytecTBeHHO 1 dy3Hoit hopMbl 6os1e3HU. OHM HE TIO3BOJISIM CBOEBPEMEHHO MOCTABUTH IMAarHO3 MpU MaJoMaHubecT-
HbIX (hpopMax GOJIE3HU U MPAKTUYECKU HE BbISIBJSUIM PAHHUE CTauU, HauboJee NepcrekKTUBHbIE B OTHOLIEHUH TEPAITUU.

B 0630pe npocnexeHa BosolMs noaxonos K auarHoctuke CCJI 1 paccMOTpeHbl HOBbIE Kiaccu(UKAMOHHbIE KPUTEPUH,
pa3paboTaHHbIe Ul OTOOpa OOJIBHBIX B AMMAEMHUOJOTNYECKIE UCCACIO0BAHUS U KIMHUYECKKE UCTIbITaHKst. OHU BKIIIOYAIOT
8 MmapaMeTpoB, KaX/Iblii U3 KOTOPBIX UMEET Oa/UIbHOE BhipaxkeHue. Hanboplnii BeC MIMEET «yTOJIIIEHHE KOXHU 00eUX PYK
BBILIIE MSICTHO-(aaHTOBBIX CYCTaBOB» — 9 OaioB. KiinHMUecK1e BapuaHThl yTONIIEHHSI KOXY MaJIbLeB B BUE OTeKa Majlb-
1eB (2 6aia) Wiau cKIeponakTuins (4 Gaia) OlleHUBAIOTCS MO0 MAaKCUMAaJIbHOMY CYETY, KaK U TUTUTaTbHAs UIIeMUs (s13-
BOYKM — 2 Gayna, pyounku — 3 6ama). [To 2 6amia oLeHMBAIOT TeJIGAHTUAKTA3UMM U XapaKTepHbIe KaNWUISIPOCKOMUYECKUE
M3MEHEHUS, a TaKXKe Beylee MopaxeHue JIETKUX (JIErOYHasi apTepuaibHast TUTIEPTEH3UST W/ W UHTEPCTULIMATBHOE TIopa-
xeHue sierkux). 1o 3 Gayuta 106aBIsIIOT B OOLLYI0 CyMMY MPU HAJIMYMK CUHApOMa PeitHO 1 0GHapyXeHUH crielindUUHbIX
nnst CCH ayroatuten (antu-Scl-70, antunentpomepHoie, K PHK-nonumepase I11). [ManmenTsl, «Habupamoiine» B CyMMe
9 6aioB 1 6osee, kKIaccuGUIMPYIOTCST Kak nMmerolue ornpeneneHHylo (definite) CC. IIpu TecTMpoBaHNM HOBBIX KpUTE-
pHEB Ha BaJIMIAIIMOHHOI BBIOOpKE M3 405 YesloBeK 4yBCTBUTEILHOCTh MX cocTaBmia 91%, crienubuaHocts — 92%.
KitroueBbie ci10Ba: CCTEMHast CKIIEPOAEPMUSI, KITaCCU(PUKALIMOHHBIE KPUTEPUHU.

Jlns ceviikn: AHaHbeBa JITT. HoBble kitaccudbukauMoHHbIE KPUTEPUM CUCTEMHON cKiepoaepmuu (Jiekuusi). HayuHo-
npaxkTuyeckast pesmatonorust. 2013;51(5):539—44.

NEW CLASSIFICATION CRITERIA FOR SCLERODERMA SYSTEMATICA (a lecture)
L.P. Ananyeva

In 1980, the American College of Rheumatology proposed the first criteria as tentative for the diagnosis of scleroderma systemat-
ica (SDS). These criteria were aimed at revealing the comprehensive picture of mainly the diffuse form of the disease. They could
not timely make a diagnosis in the low manifestive forms of the disease or virtually reveal its early stages that were most therapeu-
tically promising. The review traces the evolution of approaches to diagnosing SDS and considers the novel classification criteria
elaborated to select patients for epidemiological surveys and clinical trials. They include 8 parameters, each having scores. Skin
thickening on both hands above the metacarpophalangeal articulations was highest (9 scores). The clinical variants of skin thick-
ening on the fingers as its swelling (2 scores) or sclerodactyly (4 scores) are estimated from the maximum scores, as digital
ischemia (sores, 2 scores; cicatricles, 3 scores). Teleangiectasias and characteristic capillaroscopic changes, as well as leading lung
injury (pulmonary hypertension and/or interstitial lung disease) are rated as 2 scores each. Three scores are added to the total
amount when Raynaud's syndrome is present and SDS-specific (anti-Scl-70, anti-centromere, and anti- RNA polymerase I1T)
autoantibodies are detected. The patients gaining a total of 9 scores or more are classified as having definite SDS. Testing the
novel criteria on a validation sample of 405 people showed that their sensitivity and specificity were 91 and 92%, respectively.
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CucteMHasi CKJIEpOAEPMUST, U TIPOTPECCUPYIOLITNH CH-
cTeMHBIN ckiiepo3 (M34.0), — XpoHMYecKoe ayTOMMMYHHOE
3a00yileBaHNe, XapaKTepu3ylolieecss TeHepaTn30BaHHON MUK-
poaHruonartueil, UMMYHHOW NUCPETYJISILUMENR M aKTUBaLlMENR
npolieccoB (prdpo3oodpazoBaHus. HauaabHbIM 3BeHOM TaTO-
TeHe3a CYMTAIOT BAaCKYJIOTIATUIO — CITACTUYECKOe TOBBIIIEHNE
COCYIIMCTOTO TOHYCa U TTOBpeXIeHre sHa0TeusI. B pesynsrare
pa3BUBaeTCsl XPOHWYECKasT WIIEMMSI OKpYXKaloIIuX TKaHEei,
MHULMUPYIOLIast U30BITOYHOE OTJIOXKEHUE KOJUTareHa U IPyrux
KOMIIOHEHTOB 9KCTPALIEJTIOISIPHOTO MaTPUKCa B KOXE U BHY-
TpeHHMX opraHax [1].

Knunuueckass kaptuna CCJl ornnuyaercsl 3HaUYUTENb-
HBIM nToauMopdusmomM. Paszabie dopmbl CCJI cyliecTBEHHO
pa3TMYalOTCsT MEXaHM3MaMU Pa3BUTHUS TMAaTOJOTMYECKUX pe-
Akl W KIMHUIECKUMU TposiBieHussMu. [lpu metambHOM
M3y4eHUM HaYaJIbHOTO dTara 3abojieBaHMSI ObUTA TTOKAa3aHbI
YeTKME pa3Inyus nedioTa U NaTbHEeNIero pa3BuTus 00Je3HN
MpU OCHOBHBIX (hopMmax 60Jie3HU — Nudby3HON U TUMUTUPO-
BaHHoI CC]I [2]. CorlacHO 9TUM UCCJIEIOBAaHUSIM OTUYETIUBO
pasiauyangach MPOAOJKUTEIbHOCTh PpAaHHEro Mepuoja.
IIpu aumMutupoBaHHOU ¢dopMe O00Je3HU (GopMUpPOBaAHUE
CUMIITOMOKOMIIJIEKCAa MPOUCXOANIO MEAJEHHO U B Hayallb-
HOW CTaauu MPOSBISIIOCH TOJILKO cuHApoMoM Peiino. Bob-
Hble o0palllanuch K Bpady, KaK MpaBUJIO, MPU TOSIBICHUU
TpoUUIECKUX PACCTPOMCTB (IUTUTAIBHBIX SI3B) U U3MEHEHU I
KOXW B CpPelHeM 4epe3 5 JIeT TMocje MOSBIeHUs CUHApOMa
Peiino. Ipu quddysHoii popme TOTUCUHAPOMHAS KapTUHA
3a00JeBaHMsI, BKJIIOUYAsT XapaKTepHOe TTopakeHne Koxu, hop-
MUPYETCsT 3HAYUTETIbHO OBICTpee M TUArHO3 MOXET OBITh yC-
TaHOBJICH yXX€ B MepBblii roj 60s1e3Hu. OcobeHHOCTH 1e0oTa
MO3BOJISIM MPOTrHO3UpOBaTh Xapakrep TeueHuss CCJL eme no
pa3BUTHS pa3BepHYTOI KapTUHBI 601e3HU. Tak, o 1e6loTe He-
01aroNpUSITHOTO, OBLICTPO MPOTPECCUPYIOLLIETO TEUSHUSsI CBU-
JIeTeJIbCTBOBAJIO COYETAHME LIEJOro Psiia pAHHUX MPU3HAKOB
CC. K HMM OTHOCWIMCHL: MOpaxKeHWe KOXU KakK IepBbIi
CUMIITOM 3aboJyieBaHUs (IUIOTHBIM OTeK, WHAypauus), aud-
¢y3HBIN XapakTep MOPaXeHUsT KOXW W TUIIEPITUTMEHTALINS
KOXHBIX TIOKPOBOB, TOJIMCUMITOMHOCTh TIPOSIBJIEHUI,
BKJTIOYAsT O0IIIIe CUMTITOMBI (JINXOPA/IKa, IOTepsl MAcChl Tejia
" 1p.), YK€ Ha TIepBOM oy 3a0oJieBaHUsI, TIPU3HAKHU TTOpa-
JKEHUST BHYTPEHHUX OpPTaHOB (OJBIIIKA, KapauaabHbIe XKaJlo-
Obl U 11p.), Bbicokue COD u ypoBeHb C-peakTUBHOTO Oesika
(CPB) u Hanuuwme antu-Scl-70 antuten. OTYETIMBbIC KIMHU-
YecKue 0COOEHHOCTU UMeI U cuHApoM PeitHo: Mmanomanude-
CTHBIM, OHO- WK ABYX(Ma3HbIi ¢ MpeodiafaHueM LiMaHo3a,
CUMMETPUYHBINI, ¢ 0€300/Ie3HEHHBIMM aTakaMM, HO C OBICT-
PBIM pa3BUTUEM UILIEMUYECKUX HapylieHuit [2]. Bece atu kim-
HUYeCKHe OCOOEHHOCTH Ae0I0Ta MMENU MPEANKTOPHOE 3Ha-
yeHue. Ha ocHOBaHMU MccnenoBaHuil paHHe cTaanu 3a00-
JIEBAHUS W €TO IBOJIOIUHU OBLIO CIETAHO 3aKITIOUEHHUE O TOM,
YTO «TepPareBTUYECKUM OKHOM», KOTJa BO3MOXHO TOCTUXE-
HUe MakcumaibHoro 3gdekra nedeHus, npu aubdy3HOI
dopMme sIBIISIETCS TIEPBBIi rof 3a00JIeBaHNs, & TIPU JIUMUTHUPO-
BaHHOI — nepBble 3—5 Jiet. [Ipu aTOM NpeauKTOphl Hebiaro-
MPUSTHOTO MPOTHO3a (paHHUE MPU3HAKU OCTpoit b dy3HOI
CC/l) omnpenensiioT HEOOXOAUMOCTb YPreHTHOM aKTHBHOM
(«arpeccuBHOIi») Tepanuu 3abosieBaHus [2].

IMIporno3z CCJI 3aBUCUT HE TOJbKO OT KJIMHUYECKOM
GOopMBI, HO U OT opraHHoi mnarojoruu. OOwas 10-y1eTHssa
BBDKMBAEMOCTb cocTaBiisieT 82%, npu 3toM nipu nuddy3Hoii
dbopme oHa paBHa 65%, a npu TuMUTUPOBaHHOW — 92% [3].
CymecTBeHHO, uTo pu nuddy3Hoit popme CCJI mopakeHue
BHYTPEHHUX OPTraHOB, OIMpeessioniee MPOorHo3 0oJe3HH,

pa3BUBaeTCs paHO — B IiepBbie 3 roaa 3adosneBanus [4]. [1saTu-
JIETHSIST BBIKMBAEMOCTD TIPY pAHHEM PAa3BUTHUU TSIXKEbIX BUC-
LIEPUTOB y TaKUX OOJIbHBIX cocTaBisieT Bcero 50%. Octpblii
TMOYEUHBI KPU3 COIMPOBOXIACTCS BHICOKON JIETaTbHOCTHIO
(40—50%), Takke OYEeHb HU3Ka BBIKMBAEMOCTH OOJIBHBIX
¢ jerouHoii aprepuanbHoii rurnieprensueii (JIAT). Mo nocnen-
HUM JaHHBIM, TPEXJIETHSIS BbIKMBaeMocTh 1pu JIAT He mpe-
BbIIaeT 56% [5].

Mmeercs npsimast cBsI3b MEXIY MPOTHO30M U CPOKaMu
yctaHoBieHus1 auarHo3a CCJl v/uiayd opraHHbIX Mopaxe-
Huii. Hepenko CCJl nnarHocTupyeTcst Ha CTaAuU BbIpaxkeH-
HBIX KIMHUYECKUX MPOSIBICHNUI, KOT/Ia U3MEHEHUSI B Opra-
Hax MpuoOpenn HeoOpaTUMBIM XapakTep W Teparusi Hedd-
dexTuBHa. Tak, MO TaHHBIM KaHAACKOTO PEeTUCTpa, TUATHO3
CC/I 6bu1 ycTaHOBJICH B CpeHEM 4epe3 6 JIeT Tocjie pa3Bu-
st cuHnpoma PeitHo u uepe3 2,7 roma mociie TOSIBICHUS
MepBbIX «He-PeitHo» cumnromos [6]. B Poccuu nuarHos yc-
TaHaBuBajcs yepe3 2,0—2,7 roga oT MOMEHTa BO3HUKHOBE-
Hust ¢peHomeHa PeitHo nipu nuddy3Hoit popme U TOJBKO ue-
pe3 4,8—6,5 roma npu TUMUATUPOBaHHOK. OCOGEHHO SIPKO
BaXXHOCTb CBOEBPEMEHHOU AMArHOCTUKHU MTPOJEMOHCTPUPO-
BaHa Ha nipumepe JIAT, accoumupoBaHHOM C TUMUTUPOBAH-
HOW (popMmoii 6ose3Hu. Tak, B peaJibHOM KIMHUYECKOM Tpa-
KTUKE TpPEXJETHSS BbIKMBaeMOCTh 001bHBIX ¢ JIAI mpm
CC/JI coctainsiet Bcero 31%, mpu 9TOM BbIsSIBJICHUE OOJIBHBIX
¢ panHuM | n/unm 11 GyHKIIMOHAIBHBIM KJIAaCCOM Hapylie-
HUI (HauboJsee TMepCIeKTUBHBIM B TJIaHE JICUEHUsT) COCTaB-
nsiet Bcero 12,5% [7]. Ilocine BHeapeHUs cCIelIMaTbHBIX
CKPUHUHTOBBIX TIPOTPAMM BBISIBJIIEMOCTb OOJIbHBIX Ha paH-
et cranum JIAT yBenuuunach 10 50%, a BBIKMBAaeMOCTb —
1o 81%.

3anasapiBaHue B ycraHoBaeHUU nuarHoza CCJI B 3Ha-
YUTEJIbHON CTENIEHU OOBSICHSIETCSI CYLIECTBYIOIIMMU MOAXO-
naMu K auarHoctuke. OOLIENPUHSITHIMU SIBIISIIOTCS MpeaBa-
puTesbHbe KIacCU(PUKALMOHHBIE KPUTEPUU, MPENIOXEH-
Hble AMepUMKaHCKO# Koyuterueir peBmartosioroB (ACR)
B 1980 ., T. e. 6osee 30 et Hazax [8]. B Tor mepuon CCJI 6bI-
Jla u3ydeHa MaJio, ¥ py CO3JaHUU KPUTEPUEB OPUEHTUPOBA-
JINCh Ha OOJBHBIX C TUMUYHBIMU SIPKUMU TIPOSBICHUSIMU
(nmpeumytiecTBeHHO ¢ auddy3Ho# HopMoit), MO3BOSIONIN-
mu oimuuTh CCJl oT apyrux 3ab6oneBaHuii. CorjlacHO 3TUM
KputepusiMm noctoBepHbiii quarHo3 CCJl ycTaHaBiuBaeTcs
NP HAJIMYKMU OOJIBIIIOTO KPUTEPUs WIM He MeHee ABYX Ma-
JIBIX KpUTepreB. Boapimioil Kputepuii — 3TO MpOKCHUMalbHAsI
ckjiepoaepmMa, T. €. YIJIOTHEHUE W YTOoJUIeHHUe, Habioaako-
myecs: MPOKCUMaIbHO MO OTHOILEHUIO K MSCTHO-(ataHro-
BBIM U IUTIOCHE(DaaHTOBBIM cycTaBaM. Majble KpuTepuu —
CKJIEpOJAKTWINS, WIIEeMUYECKUEe AUTUTAIbHBIE PYyOUUKU
U IBYCTOPOHHUI 0a3aibHbIN JIeTOuHBI Gpubpo3. U3BecTHO,
4710 0K0J10 20% 607bHBIX CCJI (B OCHOBHOM C TMMUTUPOBAH-
HOI1 (popMOIii) He YIOBIETBOPSIIOT 3TUM KpUTepusM. bymyun
HaTpaBJIeHHBIMY Ha BBISIBIIEHUE Pa3BepHYTOU KapTUHBI 0O-
JIE3HUW, KPUTEPUU TIPAKTUYECKU HEe BBISIBJISTIOT PaHHUE CTa-
v, HauboJjiee MEepCIeKTUBHBbIE B OTHOIIEHUW Teparuu.
[Ipu ucnoNb30BaHUU 3TUX KPUTEPUEB AUATHO3 HEPEIKO 3a-
nasabiBaeT. Tak, Mo JaHHBIM aHaMHe3a OOJIbHBIX, 00ceno-
BaHHbIX B PI'BY «HUUP um. B.A. Haconosoii» PAMH, nu-
ar{Ho3 Ha MepBOM ToAy OOJIe3HU YCTaHABIUBAJICS TOJBKO
y 28% npu nuddysHoit popme u'y 32% — npu TUMUTHPO-
BaHHOI1, a TIpU MEepBOM OOpaIleHUU K Bpadyy — TOJBKO B 31
1 47% COOTBETCTBEHHO.

Hns ynyamenust auarHoctuku CCJl B Havane XXI B.
OBLIO TIPEIIOKEHO UCTIOIb30BaTh MHCTPYMEHTATbHbBIE U Jia-
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OopaTopHBIE METOIBI MCCIemOoBaHUS. B mM3BecTHON cepuu
pa6ot H.R. Marquick u coaBt. [9—11] 6110 TOKa3aHO, YTO
KamJIJIIPOCKOTIIMSI HOTTEBOTO JIOKa — ITOJIE3HBI HEWHBa-
3UBHBII METOJ BU3yaIn3aluu MUKPOAHTHOTATUYECKUX
npoueccoB nipu CCJ [9]. Mpu CCH KanuiaspoCKOIMIe-
cKasl KapTUHA MMeeT XapaKTepPHBI BUI: TOSIBIISIIOTCS pac-
IIMPEeHHbIe KaNMJUISIPBI U YMeHbIaeTcst ux uucio [10]. Oka-
3aJI0Ch, YTO «CKJIEPOACPMHUYECCKUI» MPODUIb KaUUISIpO-
CKOMUM Yy 00JIbHBIX ¢ (heHOMEeHOM PeiiHO uMeeT MpOrHOCTH -
YyecKoe 3HaueHue B IJIaHE DBOJIOLMU B CUCTEMHBII CKIEpPO3
[11]. TMocnenyromiee NMpuMeHeHNWE KamWJIISIPOCKONUU IO -
TBEPAUJIO, UTO OHa BhIsIBIsSAET crietuduyHble naa CCJ us-
MEHEHHUSI Ha paHHEM U JaXe Ha JOKJIMHUYECKOM 3Tare 60-
ne3nu (puc. 1).

HoBeiMm HampaBienueM B panHelt nuarHoctuke CCJL
cTaJio BBISIBJICHWE UMMYHHBIX HapymeHuit. K HacTtosmemy
BpPEMEHU OTHMCAH W U3Y4YeH PsIi ayTOAHTUTEJT, XapaKTePHBIX
s CCJ v oT/iMyaomx ee OT IPYyrux peBMaTUuYeCKUX 3a-
ooneBanuii [12—14]. K OCHOBHBIM cHeLUU(PUUHBIM [JIsI
CCJl otHocat aHTuTena K Tomousomepase I (Scl-70),
Kk PHK-nonumepase IIl u aHTULIEHTpOMEpHBIE aHTUTEIA
(ALA). lokazaHo, yto aHTuTeaa K Scl-70 u ALLA He Tonb-
KO TIO3BOJISIIOT MPOTHO3UMPOBAaTh TeUeHHUE 3a00JeBaHMs,
HO TakKXXe MMEIOT IUAarHOCTUUEeCKOe 3HaueHUe, MOSBISISICh
Ha CaMOM paHHEM 3Talle U COXPaHSSICh B TEYEHUE BCETO TIe-
puona 6one3nu. [Mpodune ayroanturen npu CCJl umeer
deHOTHITMYECKME aCCONMAIUMM, T. €. «CKJIEpOJCpMHUYE-
CKME» ayTOAHTHUTEIA OTHOCSTCS K CEPOTOTUIECKUM MapKe-
paM oTpeleIeHHbIX KIMHUYECKUX CUMIITOMOKOMILIEKCOB
[14]. Tak, ALIA acconmuupyioTcsl ¢ JUMUTUPOBAHHBIM IT0-
paXeHueM KOXU, AUTUTAJbHBIMU SI3BaMU, KaJlbLIMHO30M
MATKUX TKaHe#. Jnst Hocuteneit ALLA xapakTepHo pa3Bu-
tue CREST-Bapuanta CCJl, uzonupoBaHHoil JIAT (1o
20%), TSKEIOro MmopaXkKeHUs XeJayI0YHO-KUIIeYHOTO Tpa-
KTa, HO y HUX HE BO3HMKAET TSIKEJOro JIerTouHoro ¢gpuodposa.
KnuHuyeckue accomuauuu antutena K Scl-70 — nuddys-
HOE TopaxXeHue KOXH, TSKeJ0e MHTepCTUIIMaIbHOe Topa-
XKEHUE JIETKUX.

PaclwmpeHHble
Kanunnspebl

B 2001 . E.C. Le Roy u T.A. Medsger [15] npemtoxuiu
Hapsany ¢ auddysHoi u aumutupoBaHHoi dopmamu CCJI
BBIIETISITh CAMYI0 PAaHHIOIO CTa[IUI0, KOT/IAa KOXHBIE TIPOSIBIIe-
HUS ellle He pa3BUJIUCH U OTpeesieHHasT KIIMHUYecKast hopma
eile He chopmupoBaiachb. ABTOpPHI Ha3Bajlk 3TOT Henudde-
peHuMpoBaHHbIi 3Tan pazsutus CCJI mpeckiiepoaepMoit
U JUISL €€ BbISIBJICHUSI BIIEPBbIE MPEIJIOKUIN OCHOBBIBATHCS Ha
«CKJIEPOAEPMMUYECKO» KaMUJUISIPOCKOIIMYECKON KapTUHE
¥ BbisgBJIeHUM crieuupuyHbix 11 CCJ ayroaHTUTeN y 0O0/b-
HBIX ¢ (peHOoMeHOM PeiiHo. [IpemtoxeHHbIe «KPUTEPUU» HE
ObUIM BaJTMAMPOBAHbBI aBTOPAMU, HO 3TO OBLIO CIEJaHO MO3XKe
B pabore M. Koenig u coaBr. [16]. Kanuuisipockomnust 1 onpe-
JEeJIEHUE «CKJIEPOAEPMUUYECKMX» ayTOAHTUTE] ObLIM HMCIIOJIb-
30BaHBI [Is1 AMHAMUYECKOTO HAOTIONEHMS 32 OONBIION TPyTI-
1Ol OOJBHBIX C «U30JMPOBAHHBIM» (hpeHOMEeHOM PeitHo B Te-
YeHWe JTUTEIbHOTO BpeMeHU. Pe3ynbraTel 3TOTO MccaenoBa-
HUS TI0Ka3aJii, 4TO YacToTa pa3Butusi omnpeaeieHHoir CCJIL
(commacHo kputepusiM ACR u/wiv 1ipu BBISIBJIGHUU TUTTAY-
HBIX MepudepruyecKrX COCYIUCTbIX PACCTPOMCTB U BUCLEPU-
TOB) y OGoibHBIX ¢ (peHOMeHOM PeitHo coctaBuia 12,6%.
ITpu aTOM HanMuMe B Havyasie HAOJIOAEHUS U UMMYHOJIOTMYe-
CKMX, U Kanujusipockonuuyeckux MmapkepoB CCJI yBennunBa-
110 BepositHocTh pasButust CCJ/l B 60 pa3. Hanportus, oTcyTCcT-
BUE 3TUX TapaMeTPOB MPAKTUYECKW MCKIIOYAeT pa3BUTHUE
CCJl y muu ¢ peHomeHoM PeitHo.

Tpynaoctn auarHoctuku CCJI u 3HAYMMOCTb paHHEH
MWAaTHOCTUKU OPTaHHOU MAaTOJIOTUU TPYIHO TEepPeolleHUThb
B TUTaHE CBOEBPEMEHHOTO aKTUBHOTO BO3IEHCTBUS Ha TIPO-
rpecCMpoBaHUEe TATOJIOTMYECKOTO IIpoliecca, OJHAKO 3THU
TPYAHOCTHU HEPEIKO HOCSIT OOBEKTUBHBIN XapakTep. B gact-
HoctU, cuHapom Peitno — mapkep CCJI, KOTopblil BCTpeya-
ercsa y 90—95% GOJbHBIX, JIUTEIBHO MPOTEKAET M30JIUPO-
BAHHO, TIPEIIIECTBYS PAa3BUTUIO APYTUX KIMHUYECKUX TIPO-
SIBJICHUI 00JIe3HU, OCOOEHHO MPU JIUMUTUPOBAHHOU opme.
Yrto6s1 ycraHOBUTH nrarHo3 CCJI u onpeaeauTh aaeKBaTHbIC
TepaneBTUYECKHE MOAXOAbl Ha 3TOM HayaJlbHOM 3Tare 00-
JIe3Hu, cymiecTByomux kputepueB ACR HemocTraTo4HO.
WMHorna mopaxeHue BHYTPEHHMX OpPraHOB pa3BMBAaeTCs pa-

«KycToBuaHble»
Kanunnsapbl

ABacKynsipHble
30Hb!

[INOTHOCTbL KaNUANSPOB CHIKEHA

Puc. 1. XapakTepHble HapyLleHns MuKpoumpkynsumm npu CCL (AMarHoCTU4eCKUin Kputepui)
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HO, a KJIMHUYeCcKasi KapTuHa 00JIE3HU TaKXe ellle He YIoBJe-
TBOpSIET ACHCTBYIOIIMM CETOAHS JUArHOCTUYECKUM KpUTeE-
pusim ACR.

OrcyTtcTBUe KputepueB paHHeil muarHoctuku CCJI
¥ BAIMIVPOBAHHBIX MTPEINKTOPOB IBOJIOINYU OOJIE3HU CyIIIe-
CTBEHHO JIMMUTHUPYET CBOEBPEMEHHOE BBISIBJICHUE U JieUeHUE
Ha HavyaJbHbIX cTanusx 6ose3nu. B 2009 r. EBponeiickoit u-
roii mo 6opnoe ¢ peematu3moM (EULAR), a Takke mexxayHa-
poaHbiMu opranuzanusmMu EUSTAR (EULAR Scleroderma
Trials And Research) u FESCA (Federation of European
SCleroderma Association) OblT MHUIIMMPOBAH MEXIYyHAPO/I-
Hbelii HayuyHbIii TipoekT VEDOSS (Very Early Diagnosis Of
Systemic Sclerosis), B KOTOpoM NpUHUMaET yyactue u Poc-
cusg. DTOT MPOEKT MpeajaraeT MCIOJb30BaHUE TIpeaBapu-
TeJBbHBIX KpuTepueB odeHb paHHeit CCJl u omnpeneacHHBIC
ITUATHOCTUYECKUE IIarv ISl BBIABICHMS TPEAKIMHUYCCKOMN
craauu 6ose3nu [17, 18].

AJTOPUTM JMATHOCTHKH OYEeHb PaHHEHl CHCTEMHOU CKJe-
poaepmMuu (puc. 2) — MO CyTU MPEAKIMHUYECKON cTanuu 60-
JIe3HM — BKJIIOYaeT ABa 3Tarna. [lomo3peHue Ha OYeHb paH-
Hioto CCJI 1o/3KHO BOBHUKHYTD Y Bpaua Jilo00ii crieuaaibHO-
CTH, €CJIM MPU OCMOTPE WJIM B aHAMHEe3€e y 00JIbHOTO UMEETCS
denomeH Peiino. Eime oauH BaxKHBI paHHUN CUMIITOM —
OTeK TajblieB WIM BCEU KUCTH, IaXe €CM OH BOZHMKACT HE
nocTosIHHO. M3BecTHO, 4TO oTeuHOCTh Kucteii (pufty fingers,
puffy hands) oTHOCUTCS K He3aBUCUMBIM ITPEIUKTOPAM 3BO-
mounu ¢denomena Peitno B CCJL [19]. Ha aToit mepBoii cTy-
TeHU JAMATHOCTUKU OGOJIbHOTO ¢ (heHOMeHOM PeitHo u/mmm
OTeKOM KHUCTell HeoOXOIMMO HampaBUTh Ha TECTUPOBaHUE
C 1IeJIbI0 OOHAPYKEHUST B CBIBOPOTKE KPOBHM aHTUHYKJIEapHO-
ro ¢akropa (AH®D). ®deHomeH PeiiHO, OTeK KUCTEH U TTO3M-
TUBHBII pe3ynbTaT Tecta Ha AH® paclieHMBaOT Kak KpUTe-
PUM «IIEPBOTO YPOBHSI» («KpacHble (iaru»). BeisiBieHne 3Tux
MPU3HAKOB Ha MEPBOM 3Tare TMarHOCTUYECKOTo MorcKa Ciy-
JKUT OCHOBaHMEM ISl HAIlpaBJIeHUs TallMeHTa Ha KOHCYIbTa-
LIMIO0 K OTIBITHOMY PEBMATOJIOTY, XOPOIIIO 3HAIOIIEMY KIUHU-
YecKMe MPOSIBICHUsI CUCTEMHOTO cKjepo3a. PeBmatoor pe-
IIaeT BOIIPOC O Ha3HAYEHUM 0OCJIeI0OBaHNS Ha BTOPOM 3Tare
IMATHOCTUKU U TI0 TOKa3aHUSIM Ha3HadaeT KaIlWJLISIPOCKO-
MU0, CIelMabHOe MMMYHOJIOTHYecKoe O0CenoBaHue st
BBISIBJICHUSI TUarHOCTMYECKOTO YPOBHS (ITO3UTUBHOCTU) aH-
tuten K tornousomepase (Scl-70) u/wmm ALIA. Tpu obHapy-
KeHUU KaK MUHUMYM OHOTO U3 3TuX npearukropoB CCJI na-
LIMEHTY C CUHAPOMOM PeilHO 1/1jIM OTEeYHOCThIO KUCTE MO-
XKeT OBbITh yCTaHOBJIEH auarHo3 odeHb paHHeit CCJl, u oH

00s13aTeIbHO TOJKEH HaAOIIoNaThesl Y peBMaTosiora. B miaH
BEICHUsI TAKOTO OOJIBHOTO PEBMATOJIOT BKIIIOYACT ITOIOJHM-
TeJIbHBIC UCCJICIOBAHUS IS BBISIBJICHUS TTATOJIOTUU BHYTPEH-
HUX OPTaHOB: KOMITBIOTEPHYIO TOMOTpaduio OPTaHOB TPYI-
HOM KJIETKU TSI UCKJTIOUEHUSI MHTEPCTUIINATBLHOTO TTopaxe-
HUSI JIETKUX, (DYHKIIMOHATbHBIE JIETOYHBIE TECTHI TSI OTIpejie-
JIEHUST PeCTPUKTUBHBIX HapYIICHUI, onpeaeeHre 1udby3u-
OHHOI CITOCOOHOCTU JIETKMX, MAaHOMETPMIO MHILEeBOAA IJIs
OLIEHKHM TOHYCa HMXXHETo c(pMHKTepa nuileBoja u pedarokca
WJIM peHTTreHorpaduio MUIleBoAa AJis BbISIBICHUSI THITOTOHUM
MUIIEBOJA, a TAKXKE 3JEKTPO- U 9XOKapaAuorpaduio s yTod-
HEHMS KapIMalbHOM MaTtojoruu. B pe3yabrare Takoro ooce-
TIOBaHMSI HEPEIKO BBISIBIISIIOTCS TIPU3HAKM, O3HAYAIOIINE, UTO
00JIe3HB Tepelilia U3 MPEeAKIMHUIEeCKOM CTaauy B MaHU(ECT-
HyI0 ¢ (QopMHUpoOBaHMEM BHUCIEPaIbHBIX TopaxeHuii. Tak,
y 42—48% GoabHbIX ¢ (heHOMeHOM PeitHo, Hanuuuem AHD
/WA XapaKTepHBIX KaMWIISIPOCKOMMYECKNX W3MEeHEHUI
(1 6e3 apyrux kinHudeckux nposipieHuit CCI) npu yriyo-
JICHHOM O0O0OCJIeIOBAaHUM BBISIBWJIOCH KaK MUHUMYM OJHO
(GYHKIMOHATbHOE HapyIlIeHUE, CBUIETEIbCTBYIOIIEE O BOBJIE-
YeHUU BHYTpeHHUX opraHos [20, 21].

PacmpuBiimecs BO3MOXHOCTU 00CIeI0BaHUS U UTOTH
JUINTENbHBIX HaOmoaeHuit 3a spojonuein CCJl moaroToBuin
MOYBY ISl pa3pabOTKU HOBBIX KJIACCU(MDUKAIIMOHHBIX KPUTE-
pueB CC/. C stoii nenpto EULAR 1 ACR ocymiecTBuam cos-
MECTHBII TTPOEKT, B BBITIOJIHEHUM KOTOPOTO IMPUHSUIN yJ4acThe
akcnepthl Mo CCJl 13 pa3HBIX CTpaH, UCIOJIb30BAJICS METOI
Delphi exercises. [Tocie popmupoBaHus CriMcka AUarHOCTU-
YeCKU 3HAYMMBIX TMapaMeTpoB ObLIa MPOCYMTAHA OIEHKA WX
Beca M cozdaHa KiaccubUKAIMOHHAs CUCTeMa, anpoOupo-
BaHHasi Ha HavyaJbHOI BeIOOpKe 00JIbHBIX CCJI, BKIIIOUMBIIEH
no 100 yenosek u3 EBponbl u CILA [22]. [Tociie HeKOTOpOro
YOPOILLIEHUs U MPUBEACHUS B COOTBETCTBUE C pealbHbIMU KM -
HUYECKUMM CUTYyallMUSIMU KPUTEPUHU OBLIM TTOBTOPHO MPOTEC-
TupoBaHbl Ha 405 6onbHbIX CCJI M nuLax U3 KOHTPOJbHON
TpynIibl (BaIMIAIMOHHAs BEIOOpKa). Pe3yabraTsl 310k paboTh
CKOPO TOSIBATCS B IeyaTu. B Tabmuiie mpencraBieH OKOHYA-
TeJbHBIM HA0Op TMAarHOCTUYCCKUX IMPU3HAKOB, OLIEHUBAEMBIX
B Oayutax. /IBa mpu3HaKa MMEIOT Ipadalliil BBIPAXKEHHOCTH.
Tak, yrmioTHeHMe KOXW TaJIblIeB MOXeT OBITh TPEICTaBIeHO
kak orekoMm masbiieB (puffy fingers), Tak W yIJIOTHEHUEM
MaJIbleB MUCTaIbHEe MSICTHO-(aTaHTOBBIX CYCTaBOB (1O CYTH,
cKIIepomakTuivs). Mimemudeckue paccTpoiicTBa B 00JIacTu
KOHYMKOB MaJIbLIEB MOTYT MPOSIBASATLCS TUTUTATbHBIMU PYO-
YUKaMU U OTUTMTAJbHBIMU s3BaMK. B o0liyio cymMmy GasioB

| 1-11 atan: nogo3pexne Ha CCO l—»

bonbHble ¢ npeanonaraemMbiM UarH030M CUCTEMHOMO CK/epo3a UMEIT:

— (heHoMeH PeitHo
— OTeK KMCTeil/CKNepoaakTunno
— N031TMBHbI N0 AHD

Y

| 2-11 37an: AuarHocTMka

.

OcMOTp nauneHTa peBMaTonorom:
— Kanunnspockonus
— BbisiBneHue Scl-70, ALIA

Y

Ecnu HeratusHbl:
OudbhepeHumanbHas AMarHoCcTMka
OcmoTp Apyrum cneunanmcTom

Ecnu nosutuseH xots 6bl 0AMH NPU3HAK, YCTaHABNMBAETCA ANArHO3
paHHen cknepogepmun. Hasnaqaetcs obcnenosanue: KT rpyaHoil Knetku,
(PyHKUNOHANbHbIE NIero4HbIe TECTbI, MaHOMeTpus nuiiesoaa, IKI n IxoKr

e

Y

[TaTonoruu HeT — HabnaeHne |

| [laTonorus ecTb — neYeHne CornacHo KNUHNYECKUM pPeKoMeHaaunam

Puc. 2. Anroputm paHHeit guardoctuku GG
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KnaccudunkaunorHbie kputepun CCL

MapameTpbi (ltems) BapuanTbl npu3HakoB (Subitems) bannbi
YTonuieHme KoXn 06enx pyK Bbille NACTHO-(hanaHroBbIX CyCTaBOB 9
YTOnNLiEHME KOXN NanbLes (TONbKO 60NbLUNIA CHET) OTek nanbLes 2
Bce nanblbl gucTanbHee 4

MACTHO-(PanaHroBbIX CyCTaBOB

[urutanbHas nwemus (Tonbko 60MbLLNIA CHET) S13B04KM 2
Py64unku 3
TeneaHrnakrasuu 2
Kanunnsapockonn4yeckue U3MeHeHns 2
JIAT n/wnu uHTepCTULNANbHOE NOPAXKEHNE NETKUX 2
®eHoMeH PeiiHo 3
CneuunduyHble aytoantutena (aHtu-Scl-70, ALIA, k PHK-nonumvepase Ill) 3

n006aBsIeTCsl TOABKO OTHO — MaKCUMaJlbHOE — 3HAUY€HUE Ofl-
HOTO TpU3HaKa. DKCMEPTHI MPUILLTU K COTJIALIEHUIO O TOM,
YTO BCE OOJIBHBIE CO CKIEPOIAKTUIIUEN U MTOPaKeHUEM KOXU
BBIIIIE TISICTHO-(aTaHTOBBIX CYCTAaBOB MOTYT OBITH PaCIleHEHbI
Kak 6obHBIE CC/I.

[TanueHTHI, «HAOWparoIMe» B cymMMe 9 6aioB u 6oJee,
KIacCu(PUUMPYIOTCS KaK MMEIoLIe JocToBepHYo (definite)
CCA. Ipu TecTUpOBaHUU HOBBIX KPUTEPUEB HA BaJIUAALIMOH-
HOIi BBIOOpKE YYBCTBUTEJIBHOCTh cocTtaBwia 91%, cnenmduy-
HOCTh — 92%. TecTpoBaHUe Ha 3TOI e BHIOOPKE KPUTEPUEB
ACR 1980 . moka3ajao MX MEHbIIIYIO YYBCTBUTEILHOCTD (75%)
u cnetuduaHocThb (72%). DT KpuTepuu OYIyT MPeITIOXEHbI
TUTST STTUAEMUOIOTUYECKUX UCCIEI0BAaHUN U KITMHUYECKUX UC-
MBITAHUI TIOCJIe ampodaluu WX B KIMHUYECKON MpaKTHKe
u yrBepxnenust ux EULAR u ACR.

HoBbie kputepuu BriepBbie OB TPUMEHEHBI HA TPYTI-
e OOJTBHBIX, BKITIOUABIINXCS B UICCIIEOBAHNE TTPOCTIEKTUBHO
[23]. inarHo3 ycTaHABIMBAJICS TPYTIION IKCIIEPTOB C YIETOM
BCEX TIPUMEHSIEMBIX CETO/IHS Ha IMTPAKTUKe KPUTEPUEB U PEKO-
meHpanuit mo auarHoctuke CCJ: ACR, kpurepuen Le Roy —
Medsger, a Takxke pexkomeHaauuiit EUSTAR wu anropurma
VEDOSS. B wuccinenoBanue Obl1 BKIOYeH 321 0OJIbHOIA,
0OJIBLIYIO YacTh OOCIETOBAaHHBIX COCTAaBUIM OOJIbBHBIE C JIU-
MUTUPOBaHHOMI (popmoii 6one3Hu (n=255), naBHOCTb 3a00J1e-
BaHuUs Obuta B cpeaHeM 5 jieT. IlosoBuHa GonbHBIX (N=162)
ynosaeTBopsiin kKputepusim ACR (Bkiodass BceX OOJBHBIX
¢ nuddysHoii popmoii 60Ie3HN), M BO BCEX CIIydasiX TMarHo3
ObUT ITOCTOBepHBIM IO HOBBIM Kputepusim EULAR/ACR.
Kpowme Toro, emie 52 (16%) 6onbHbiM nuarHo3 CCJI 6bL1 yc-
TaHOBJIEH B COOTBETCTBUM C HOBBIMU KPUTEPUSIMU
EULAR/ACR. Takum 006pa3oM, YyBCTBUTEITHHOCTH HOBBIX
KputepreB coctaBuia 67% (214 GoJIbHBIX) U OKa3ajlach BbI-
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e, yeM yyBcTBUTEAbHOCTh KpuTepreB ACR (51%). B omnpe-
JEJIEHHON CTeTIeHU 3T Pe3yJbTaThl MOXHO OOBSICHUTH TEM,
YTO KPUTEPUU arpoOMPOBAIUCH HA OOJBHBIX C HEOOJbIION
JAaBHOCTBIO OOJIE3HU U «MATKNM» TeueHneM. Pe3ynbraTsl aToi
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MpUMEHsIEMBIX cerofHs noaxoaoB K auarHoctuke CCJ. Tak
Kak mccienoBaHue ObUTO TTPOBENEHO Ha 6a3e Criennain3upo-
BaHHOTO YHUBEPCUTETCKOTO IIEHTPA, MOXHO TPEIITOJIOXKUTh,
YTO TPYIINA BKIIOUEHHBIX OOJBHBIX OTJIMYaIach OT Hauboee
TUMUYHBIX [UIS1 peasibHOM KJIMHUYeCKOl npakTuku. [Toatomy
BOIIPOC O BaJMJalliy HOBBIX KPUTEPUEB MpUOOpeTacT 0OIb-
1IyI0 aKTyaJdbHOCTb. B TO Xe Bpemsi yxe ceituac 04eBUAHO,
yto HoBble KpuTepun CCJI oxBaThIBalOT 0ojice ITMPOKUIA
kpyr kinHndeckux opm CCI. OHU MO3BOJSIOT HE TOJIBKO
MoATBepAUTh auarHo3 auddysHoit CCI (ocTpoit 1 oueBUI-
HOW yXe B MepBble 6—12 Mec), HO U BBISIBISITH GOJIbHBIX Ha
paHHUX CTaausIX IpyTUX hopM O0JIe3HU, a TAKKe B TeX CIryda-
SIX, KOrJa MopaxeHue KOXU MHUHUMAaJIbHO WIM OTCYTCTBYET
(BucuepaibHble (OpPMBbI) WU XKe 00JIe3Hb AeOITUPYET C BUC-
LepaTbHBIX MPOSBICHUI.

Pannuit nuarno3 CCJl omnpenesseT TeparneBTUYECKYIO
TaKTHUKY, KOTOPasi MOXET OBbITh JOCTATOYHO YCTIEIIHOW U YIy4-
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Bonpocbl AN camMOKOHTPONSA NO TEME NEeKUum

1. Kakue mpuszHaku CCJI, mosBUBILKECS Ha TIEPBOM IOy
00J1e3H1, CBUJETEIBCTBYIOT O Ae010Te HEOJIaronpusITHOrO
OBICTPO TIPOTPECCUPYIOIIETO TEUSHUS?

A. [Muddy3HbIil XapakTep MOpakeHUsT KOXU

Bb. TlonmrcuMnTOMHOCTb MPOSIBICHUI

B. TpusHaku mopaxkeHust BHyTPEHHUX OPTaHOB
I'. Bricokue COD u yposenb CPb

J. Hanuuue antu-Scl-70 anturen

E. Bce nepeuuncineHHble

2. KakoBa naTuieTHsIs BBKMBaeMOCTb 00JbHBIX TUMDDy3HOM
dopmoit CCJI mpu paHHEM pa3BUTUU TSKETBIX
BUCLIEPUTOB?

A. 50%
Bb. 60%
B. 70%

3. XapakTepHble KanuuIIpOCKONMUYECKUE U3MEHEHMS
u cnetmduunbie 111 CCID ayroaHTuTe a, 0OHApYKEHHBIC
y manueHTa ¢ eHoMeHoM PeitHo, yBeTMInBamoT
BEpPOSITHOCTb Pa3BUTUSI CKIICPOACPMUM:
A. B 10 pa3
b. B 30 pa3
B. B 60 pas

4. Kakoii 13 mepeuncaeHHbIX MPU3HAKOB, BXOISIINX B HOBbIC
nuarHoctuyeckue kpurepuu CCJl, umeeT camblii BBICOKUIA
oasn?
A. YToiieHne KOXH 00euX PyK BBIIIE TSICTHO-
(hbasaHTOBBIX CYCTaBOB
b. Cunmpowm Peiino
B. JlururanbHbie SI3BOYKA
I'. Orek kucreit
. JlerouHast aptepuaabHast TUTIEPTEH3US
E. WHurepcTuninaibHOe MOpakeHUe JIETKUX
K. Cneuunduunsie mist CCJI ayroaHTuresa

Omeemvt — Ha c. 568
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