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paccMOTpPEHbl B NEKLUMUHU:

1. OcHOBHBIC KIMHUYECKHE (POPMBI CHC-
TEeMHOW CKJIEPONEPMUN U Pa3TUIUSI
B BBDKMBA€MOCTH.

2. TlpuMmeHsIoNTreECsT CETOMHST TUAarHOCTH -
YecKHre KpUTepuu 00JIe3HU U UX HEeIOoC-
TaTKH.

3. Hanpasinenuss B pa3pabOTKe HOBBIX
MOJXOIO0B ISl pAHHETO BBISIBICHUS 00-
JIe3HU.

4. TlpeaBaputelibHble KPUTEPUM AUATHO-
CTMKHA OYEHb paHHETr0 CHCTEMHOIO
CKJIepo3a.

5. AITOpUTM paHHE# (IOKIMHUYECKOI)
NUAaTHOCTUKU CHUCTEMHON CKJIepoaep-
MUM TIPY BBISIBIICHUN Y OOJIBHOTO (heHO-
meHa PeiiHo.

CucremHasi ckiepoaepmust (CCI) — sp-
KU MpeACcTaBUTENb CKJIEPOIEPMUUYECKOMN Ipym-
bl 00JIe3Hel, 00beAMHEHHBIX 10 TTPU3HAKY W3-
ObITOUHOTO (hMOPO3000pa3oBaHusl. Dra Tpymnma
BKJIIOYAET TakKXe OYaroByl CKJIEPOIECPMUIO,
nuddy3HbII 303UHOGUIBHBI (acMuUT, CKIIe-
ponepmy byIike, MHIyIIMPOBAaHHYIO CKIIEPOIEP-
MUIO, TIapaHEOTUTACTUUYECKYIO WM OITyXOJIb-ac-
COIIMMPOBAHHYIO CKJIEPOAECPMUIO, HEKOTOPHIC
TeHETUYECKU NeTePMUHUPOBAHHBIE OOJIE3HU,
CKJIEPOJIEPMOTIONOOHBIE CUHIPOMBI TIpU 60JIe3-
HSIX HapylIeHWs] OOMeHa BeIeCTB, MOpakeHue
KOXHU TIPY XPOHUYECKOW PeaKIUy OTTOPXKEHMS
TpaHCIUTaHTaTa («aIblOBaHTHas» 0OJIe3Hb),
IgG4-cBsizaHHBIE CHUCTEMHbIE 3a00JieBaHUs
(B TOM uncae MyJabTUdOKaTbHBIN (UOPo3) U ap.
[1].

CC/ (cornacio MKB-10 — nporpeccupy-
FOIINIT CUCTEMHBIN cKilepo3, M34.0) — ctaguitHO
MpoTeKarolee MoJuopraHHoe 3a00JIeBaHUE C Xa-
PaKTepHBIMU Ba30CIMACTUUECKUMM COCYIUCTHIMU
peakiusiMi ¥ TIPOTPEeCCUPYIONIeil TeHepain30-
BaHHOI BacKyJIoTIaTHe C UIIIeMUIeCKUMU Hapy-
MIEHUSIMU, TIPY KOTOPOM pa3BMBAIOTCS CBOEOO-
pa3Hble ayTOMMMYHHBIE PacCTPOMCTBA, COIPO-
BOXJaloIIMecsl akTuBaluein (pubpo3oodbpaszoBa-
HUSI ¢ U3OBITOYHBIM OTJIOXEHMEM KoJjiaareHa
U JIPYTUX KOMIIOHEHTOB SKCTPALETIONSIPHOTO
MaTpUKca B TKaHsX.

[MaTorene3 CCJI cxeMaTUIHO TIpeICTaBIs-
FOT KaK CJIOXXHBII MHOTO3TAIHBIN TIpollecc, Ha-
YUHAIOIWIACS, TO-BUAUMOMY, ¢ MUKPOBACKY-
JIIpHOTO TIOoBpeXxaeHus [2, 3]. Yke Ha paHHUX
aTanax 0oJie3HN HabIoIaeTCs TeHepaTu30BaH-
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Hasl BaCKYJIOIATHsI, TIPOTPECCUPOBAHNE KOTOPOI
MPUBOIUT K (DMOPO3HOI TUTIEPILIa3U WHTUMBI,
(bubpo3y anBeHTUITNH, PE3KOMY CYXKEHUIO U/ VI
00T TEepaIINY COCYIOB U TTOCIIEAYIONIEH UIIIeMUK
[4, 5]. TIpeanonaraercsi, 4YTO MOBPEXKACHUE SHIO-
TeJUsI MUKPOCOCYIOB aCCOLIMUPYETCS C ayTOUM-
MYHHBIMM U BOCHIAJTUTEIbHBIMU pEaKUUSIMU [2,
5]. IIpsimoe M KOCBEHHOE CJIEACTBUE ITUX MPO-
LIECCOB — aKTuBalus (pruOpo0IIacTOB, KIIOYEBOE
coObITHE B pa3BuTHu Gubdpo3a [3, 6]. AKTUBUPO-
BaHHbIC (PUOPOOTACTHI B TTIOBPEXKICHHBIX TKAHSIX
TpaHCcHOPMUPYIOTCS B MUOPUOPOOIACTHI, KOTO-
pblc HAaUMHAIOT CUHTE3MPOBAaTh OCJIIKM B3KCTpa-
LEJUTIOSIPHOTO MaTpUKca B M3OBITOUHOM KOJIM-
YecTBe, UTO 3aBepimaercs (Gubpo3mpoBaHUEM
TKaHel W opraHoB. Takum oOpa3oM, cTaguitHOe
teyeHue CCJl 3aKOHOMEPHO MPUBOIUT K Pa3BU-
THUIO HEOOPATUMBIX pacIPOCTPaHEHHbBIX (PHUOPO3-
HBIX U3MEHEHUI, OTIPEAEISIONIMX BBICOKYIO NH-
BaJIMAU3ALMIO OOJBHBIX U OOIIMIA TJIOXOM IPO-
THO3 0OJIE3HU.

CCJl kak camMOCTOsITeJIbHasl HO30JIOrMYe-
cKasl eMHMIIA, OTHOCSINASICS K CUCTEMHBIM ay-
TOMMMYHHBIM PEBMAaTHUECKUM OOJIE3HSIM, OTJIM-
yaeTcs OOJIBIION KIMHUKO-TIATOTC€HETUYECKOM
TeTepOreHHOCThI0. OOIICTTPUHATON Kitaccubu-
kauuu CCII Her, B TO e BpeMsl KJaccuduKaluu
00J1e3HM B Pa3HBIX CTPaHAaX UMEIOT MHOTO OOIIIe-
ro[1, 7, 8]. Bce MHOroo6pasue KIMHUYECKUX Ba-
puantoB CCJI cBeleHO K HECKOJIbKHMM OCHOB-
HBIM (popmaM:

1. duddy3Has ckiiepoaepmusl.

2. JlumutupoBaHHas CKJIEPOAEPMUS,
BKiItovas Tak HaszbiBaeMblii CREST-cunmpom
(kanpLIMHO3, (heHOMeH PeitHO, rMIOTOHUS MH-
1IeBoAa, CKICPOIAKTIIINS, TeJICaHTUIKTA3UMN).

3. Ckueponepmust 6e3 CKIepoaepmbl (1o~
paxkeHWe TOJbKO BUCIEPATBHBIX OPraHOB) —
penkas ¢popma 00Jie3HU, KOTOpasi AMarHOCTUPY-
eTcs MpuMepHO B 2% citydyaes.

4. TlepekpectHbie ¢opMmbl, korga CCJI co-
YyeTaeTcsl C PeBMATOUIHBIM apTPUTOM, CUCTEM-
HOM KpacHOl BOJIYAHKOM, BOCHAJMTEIbHBIMU
MuonaTusiMi W Ap. Takum oOpa3oMm, pacrnpo-
CTpaHEeHHBIN 3a pydexxoM TepMuH «Overlap-cuH-
JIPOM» O3HaYaeT CoueTaHWe Y OOJIBbHOIO HO30JI0-
TUYECKM CaMOCTOSITETbHBIX 3a00JIeBaHUIA, YIOB-
JIETBOPSIIOIINX CYIIECTBYIOIIUM KPUTEPUAM UX
JIarHo3a.

bonee merampHas kiaccudukamus CCJI
obuta npeaioxena H.I. TyceBoii [4]. DTa kinaccu-
dukaus BKIIOYAET, KPOME BBIIICYTIOMSHYTHIX
KJIMHUYeCcKUX hopM, roBeHwIbHY0 CC/I ¢ Hava-
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s1oM 6oste3nu no 16 ner. FOBenunbHas CCJ — penkoe 3a6oite-
BaHMe neTckoro Bo3pacta. Cpenu B3pocibix 6ombHbIX CCJL ua-
CTOTa IOBEHWJIHLHOU (DOPMBI COCTaBISIET TPEATIONOXKUTETEHO
1,5—11,5%. CriekTp KIMHUYECKUX MPOSIBJICHUI OOJIE3HU CXO-
JIeH ¢ TAaKOBBIM Y B3POCIIBIX, OJHAKO UMEIOTCST OTIpe/ieIeHHbIe
pasnuuusi. BuciepuThl BCTpedaroTcsl TaK Ke 4YacTo, Kak
y B3pOCJIbIX, U OMPEIENSIOT MPOTHO3 00Je3HU, HO B LEJIOM
MPOTHO3 JIy4llle, YeM Y B3POCIBIX: S-JIETHSIS BBIKMBAEGMOCTh
coctaBisieT 95% [9]. OrevectBeHHas kiaccudukanus CCJI
BKJIIOYAET TaKXXe OMpe/leseHue XapakTepa TeUeHUs] U TEMITOB
nporpeccupoBaHusi (ocTpoe ObICTpOMpoOrpeccupyioliee,
MOJOCTPOE YMEPEHHO MPOTPECCUPYIOIIEee U XPOHUUECKOE MeJI-
JIEHHO TIpOTrpeccupylolliee) U CTaauu 00e3Hu (HavaabHasl, re-
Hepanu3oBaHHAs W MO3AHsIA, win TepmuHanbHas) [10]. KoH-
KpPeTU3aIus 10 BCeM TPEeM IapamMeTpaM OTeYeCTBEHHOM Kiac-
cudukany — KIMHUYECKOU hopMe, BApUaHTy TEUSHUS U CTa-
nu 6OJIE3HN — BaKHA JUIST TMAaTHOCTUKM, BHIOOpA TeparieBTH -
YeCKOU mporpaMMbl 1 onpenesieHus nporuosa [3]. BaxHo, uto
npu CCJI ¢popmMupoBaHue BUCLEPATIbHON MAaTOJOTUU U XapaK-
Tep TeYeHUs 3a00JIeBaHKs IETEPMUHUPYIOTCS Ha paHHEl cTa-
NIWU, JUTUTEIBHOCTh KOTOPOii 3aBUCUT OT TEMIIA TPOrPECCUPO-
BaHMs1 Obosie3Hu [11].

Pasnbie ¢popmbl CCJI, cylleCTBEHHO pa3inyaloTcs Mexa-
HU3MaMU Pa3BUTHUSI MATOJOTUYECKUX PeaKlnii, KITUHUIECKU-
MU MPOSIBIICHUSIMU U TIporHO30M. Hanboree yacTo BcTpevaroT-
csa muddy3Has U TMMUTHPOBaHHAsT (GOPMBI, 00IIast XapakTe-
pPUCTUKA KOTOPBIX MpecTaBieHa B Taoul. 1.

Ve B 1e0I0Te UMEIOTCST YeTKUE Pa3TUIUS MEXITY STUMU
dopmamu CC/ [11]. Tak, npu nuddysnoir CCH (nCCJ) no-
JIMCUHIPOMHAsI KapTrHa 3a00JIeBaHUsI, BKITIOUAsT XapaKTepHOe
TopakeHne KOXH, CUHIPOM PeifHo, cycTaBHBIE MPOSIBICHUS,
dbopmupyetcs yxe B mepBbie 3—6 Mec 60s1e3HU, Y 2/3 GOIbHBIX
Ha0JII0a10TCs TaKKe 00LIMe CUMITTOMBI, KaK JIMXOPaaKa v 3Ha-
yyTeJbHas TOTeps Macchl Teja. AKTUBHOE (hOpMUPOBaHUE
CHMIITOMOKOMIUIEKCa 00JIe3HU, BKIIIOYasi BUCLEPUTHI, TTPOUC-
XOJIUT OBICTPO, U AMATHO3 MOXKET ObITh YCTAHOBJIEH YK€ B Mep-
BBl ron 60se3Hu. [Ipu mumutupoBanHoii hopme (MCCJI) Ha-

Ta6nuuya 1 XapakTepucTnka 0CHOBHbIX KMUHNYECKNX
hopM CUCTEMHOI CKNnepoaepMunm
(8 moandukauun no H.I. Tyceson [11],
F.A. Wollheim [12])

Nudpysnan JlumutupoBaHHas

PacnpocTpaHeHHoe nopaxenue koxi OrpaHudeHHOe NOPKEHME KOXKN (KMC-
KOHEYHOCTEN 1 TyNIoBULLA (Bbile N10- TW, CTOMbI, ML)
KTEBbIX 11 KONEHHbIX CYCTaBOB)

TeyeHue ocTpoe, GbicTponporpeccu-  T1e4EHNE XPOHUYECKOE, MefIEHHO

pytouiee nporpeccupytoLee

0nHOBPEMEHHOE (B TeYeHNe roga) [nnTenbHO «M30ANPOBAHHBIA» (heHO-

Pa3BUTHE MOPAKEHUS KOXKN 1 CUH-  MEH PeiiHO — 32 HECKONbKO NET /10 BO-

npoma PeiiHo BJIBYEHNA KOXKI 11 MOSBNEHUS ApYrnx
NpU3HaKOB

PaHHee 1 4acToe NopaXeHue BHYT-  TUNWYHbI TENeaHTaKTa3NM, KambLin-
PEHHUX OPraHoB (Nerkux, noyek, HO3, N03JHee pa3BuUTUe NEro4HON ru-
cepaua, XKT), cumnTom kpenutaumn NepTeH3un (0kono 10% 60bHbIX)
CYXOXUmui

YacTo BLIABNAKTCA aHTUTONON3oMe-  1acTo BhisnATca ALIA
pasHble ayToaHTutena (aHtn-Scl-70)

[lecTpykums kanunnsapos
[Tnoxoi nporHo3

[unatauusi Kanunnspos

OTHOCUTENBHO [06POKAYECTBEHHOE
TeueHMe

TMpumeyanmne. XXKT — Xenymo4HO-KNLweYHbIn TpakT, ALLA — aHTULEHTPOMEPHbIe
aHTUTENA.
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4asio 00JI€3HU MOHOCUMIITOMHOE, IIPOSIBIISIETCSI AJIUTEIbHBIM,
HepenKo MHOrojseTHUM (eHoMeHOM PeiiHO, a mepBble CHM-
IITOMBI [TOPAXKEHUST KOXU KUCTEH U JIMLA MOSBJISIOTCS B CPEl-
HeM dYepe3 5 JIeT OoT Havayia cuHapoma PeitHo. [locteneHHO
TIPUCOETNHSIIOTCS UIIeMUYeCKre U Tpouieckrue N3MeHEeHMS
Ha Tmayibliax (pyOuuKU Y M3BSI3BJICHUsI, YMEHbIIIEHE 00beMa
MSTKUX TKaHed IUCTAIbHBIX (hbaJlaHT, OCTEOJIU3), YMEePEHHO
BBIpakeHHOE CKJIEPOTUYECKOE ITOpakeHUe BHYTPEHHMX Opra-
HoB. Pa3BepHyTasi KapTuHa 00Jie3HU (POPMUPYETCSI B CPEAHEM
yepe3 3—5 JeT 1ocjie MosIBIeHMsT TIepBOro «He-PeitHo» cum-
rnroma.

M3BecTHO, 4YTO pa3iuuusi B KIMHUYECKON KapTUHE
M TeMIIaX IPOIrPECCUPOBAHUSI 3aKOHOMEPHO OTPaXKaloTCsl Ha
IIPOTHO3€, KOTOPBIA 3HAYUTEILHO XyXe Y OOJIbHBIX ¢ quddy3-
HOIi opMOii 00Ie3HM, OCOOEHHO TP IIPUCOEAMHEHNN ITOPa-
JKEHUsI BUCILEPATBbHBIX opraHoB. KpaliHe HeO1arornpusTHBIM
OBUT MPOTHO3 OBICTPOIpOTpeccupylomieil hopMbl 00JIe3HU
B IIPOIIIOM BeKe, 710 pa3paboTKX OCHOBHBIX TIPUHITUTIOB ITaTO-
TeHeTUYeCKOro JiedeHus1. [1o pocCcHiicKUM TaHHBIM, S-JIeTHSIS
BBIDKMBAeMOCTb IIPU 3TOi (popme Gosie3Hu cocTaBumiia Bcero 4%
[4]. B mocneanue roabl BbkuBaemocTb npu CCJI ynydiuuiach,
HO pa3jiuyMsi IO BBDKMBAEMOCTH MEXIY JHUMMTUPOBAHHOMI
u quddy3Hoit hopMamu coxpansiorcs |13, 14]. [pu cpaBHe-
HUU OONbHBIX, 3a00neBiMX B Benukoopuranuu B 1990—1993
u B 2000—2003 1., oka3ajaoch, YTO S5-JICTHSS BBIKMBAEMOCTb
npu 1CCJ] ocTaBajach OCTaTOYHO BBICOKOU U cocTaBisiia 93
1 91%. Tpu 1CCJI 5-1eTHsIst BBIKMBAEMOCTD B IMOCJIEIHUE TO-
JTbI 3aMETHO YITy4IINIACh, HO ObUTa HUXE, YeM TP JIMMUTUPO-
BaHHOI1 (hopme: 69 u 84% coorserctBeHHO [13]. Tlpu ananu3se
KaHajuckoi koropthl u3 158 GonbHbix CCJ, 3a0oJieBLIMX
B 1994—2004 rr., S-1€THSST BBDKMBAEMOCTb MTPU TUMUTUPOBAH -
Holi opme coctaBuia 95%, a ipu nuddysHoit — 81%, pasnu-
yus B 10-7eTHell BbIKMBAEMOCTH OKa3allMCh ellle bosiee ode-
BUIHBIMU — 92 11 65% cooTBeTCTBeHHO [14]. YuuThiBas pa3in-
yus B rporyose pasHbix ¢opMm CC/l, 3HAYMMOCTb paHHEM! Iu-
arHOCTUKU TPYIHO MEPEOLIEHUTD B IUIAHE CBOEBPEMEHHOTIO aK-
TUBHOTO BO3[EICTBUS Ha IIPOTrPECCUPOBAHIE TATOJIOIMYECKO-
o Iporecca.

Oco0eHHOCTH Je0r0Ta TTO3BOJISTIOT TTPOTHO3UPOBATh Te-
yeHUe OOJIE3HU ellle M0 Pa3BUTHUS Pa3BEPHYTOTO CUMIITOMO-
KOMIUIEKCa, YTO OYeHb BaKHO TPU OTPEAEeHUU CTpaTeTruu
Tepanuu. K coxanenuio, Hepeako CCJI auarHocTupyercsl Ha
CTalX BBIPAXKEHHBIX KITMHIYECKUX TPOSIBIICHUI, KOTIa U3Me-
HEeHUSI B OpraHax IpruoGpen HeoOpaTUMbII XapakTep M Tepa-
nust Hea(ddekTupHa. Tak, 1Mo JaHHBIM KaHAJICKOIO perucrpa,
BKJItouuBIero 359 6oibHbIX, nuarHo3 CCJl Obl1 ycTaHOBIIEH
B cpeaHeM depes 6 JIeT mocjie Havyajaa cuHapoMa PeiiHo u yepe3
2,7 Toma mociie TOSIBICHUS TIEPBhIX «He-PeitHo» cCMMMITOMOB
[15]. B Poccum nnarHo3 ycraHaBiauBaetcs yepe3 2,0—2,7 roga
OT BO3HMKHOBeHMS (heHOMeHa Peitno mpu nCCJI 1 TOJIBKO ue-
pe3 4,8—6,5 rona nipu 1CCJI. B omnpejiesieHHON CTeNeHU 3TO
OOBSICHSIETCSI CYIIECTBYIOIIUMY TIOAXOJaMU K JTMAarHOCTHUKE
CCA.

JocroBepHbiii quarHo3 CCJI B HacTosiliee Bpemsl ycTa-
HaBJIMBAETCS HA OCHOBAHUU TPEeIBAPUTEIBHBIX Kilaccuduka-
LIMOHHBIX KPUTEPHUEB, MPEUTOKEHHBIX AMEPUKAHCKOM KOJIJIe-
rueii peematojioros (ACR) B 1980 r, T. e. 6osee 30 et Hazan
[16]. CormacHO 3TUM KpUTEpHUSAM H0CTOBepHbIN auarHo3 CCJL
YCTaHABIMBAETCS MPU HAJIUYMK OOJIBIIOr0 KPUTEPUs MM He
MeHee IBYX MaJlbiX KputepueB. boavwoi kpumepui — 310
MPOKCHUMAaJIbHAsI CKJIEPOAEpMa, T. €. TUIIMYHBIE CKIEPOACPMU-
YeCKMe U3MEHEHMs KOXH (YIUIOTHEHUE, YTOJIIIEHNE), HAOJII0-
JAOIIMecs TTPOKCUMAIBHO IO OTHOIICHUIO K MSICTHO-(alaH-
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TOBBIM U TUTIOCHE(ATaHTOBBIM CyCTaBaM, a TAaKXKe OXBaThIBAIO-
IKe Ipyrue 4acTu KOHEYHOCTEM, JIMIIO0, eI WM TYJIOBUIIE
(TpyIb WM XUBOT); 3TU M3MEHEHUSI OOBIYHO IBYCTOPOHHUE
W CUMMeTpuuHble. Maable Kpumepuu BKIIOYAIOT BCETO TPU
MpU3HaKa — CKJIEPOAAKTWINIO, UIIEMUYECKUE TUTUTATbHBIC
pYOUMKM U JBYCTOPOHHUI Oa3ajibHbIN JIerouHbIi Hudpo3 (Ha
pEHTTeHOTpaMMe TpyaHoM KieTkn). [Ipy co3naHum 3TUX Kpu-
TepHeB aHATU3MPOBAINCH OOJIbHBIC, UMEIOIINE Pa3BePHYTYIO
SIPKYIO KIIMHUYECKYIO KapTUHY 00JI€3HU, MO3BOJISIIOLLYIO OTJIU-
yuth CCJI ot apyrux 3adojieBaHuii. MI3BeCTHO, YTO MIPUMEPHO
20% 6onbHbIx CCJl (B OCHOBHOM C JIMMUTHPOBAHHOM hop-
MOIi) He YIOBJIETBOPSIOT 3TUM KpUTEpuUsM. bynyuu Hampas-
JICHHBIMM Ha BBISIBJICHHME Pa3BEPHYTON KapTUHBI OOJIE3HU,
KPUTEPUH TIPAKTUYECKU HE BBISBIISIIOT paHHUE CTaauN, Hanbo-
Jiee TIEPCIIEKTUBHBIC B OTHOIICHUM Tepanuu. [1pu ncmoib3o-
BaHUM 3TUX KPUTEPHMEB OMAarHO3 HEPEIKO 3alla3abiBacT. Tak,
cpeny 00IbHBIX, 00caenoBaHHbIX B PI'YIT «<HUMP» PAMH,
Ha TIepBOM Tomy OOJIE3HW AMArHO3 YCTaHABIWBAJICS TOJBKO
y 28% 6onbHbIx 1CCJ 1y 32% GonbHbiX TCCJL, a npu nepsom
obpalleHuu K Bpady — ToJbKO B 31 1 47% ciydaeB COOTBETCT-
BEHHO.

TpyaHoctu puarHoctuku CCJl Hepeako HOCAT OOBbeK-
TUBHBIN XapakTep M CBSI3aHbI B MEPBYIO OYepedb ¢ TeM, UTO
cuHapom PeitHo — mapkep CCJI, KOTOpbIli BCTpedaeTcs
y 90—95% GOJbHBIX, — UTUTETLHO MOXKET MPOTEKATh U30JIUPO-
BaHHO, TIPEIIECTBYS PA3BUTHIO IPYTUX KIMHUYECKUX TTPOSIB-
JieHuit 00JIe3HU, OCOOEHHO TIpU JMMUTUPOBAHHON (opme.
Pa3Butne XapakKTepHBIX KIMHMYECKUX CUMIITOMOB y psia
GOJTBHBIX TTPOMCXOMUT TTOCTENIEHHO, a BUCIepaTbHas MaToJO-
TMsl MOXET OTCYTCTBOBATH JIaXKe B IMEPUOJ KOXKHBIX ITPOSIBIIC-
HUi. B TO e BpeMsI NYMEHHO 3TOT BPEMEHHOM ITPOMEKYTOK —
Mexay nebioToM cuHapoMma PeitHo u mepBbIM «He-PeiiHO»
cumnTomoM CCJI, — 110 cyTH, SIBJISIETCSI TEM «OKHOM TeparieB-
TUYECKUX BO3MOXKHOCTEI», KOTJa MOXHO OCTaHOBUTb MpO-
rpeccupoBaHue Tpoliecca M MNPeaoTBPaTUTh HeoOpaTUMbIe
CKJIEpOTHYEeCKUE MoBpexXaeHus. OaHAaKO 4YTOObI YCTaHOBMTh
nuarHo3 CC u ompeneiauTh aaeKBaTHBIC TeparieBTUYCCKUE
MOIXOIbI HA 9TOM HayaJbHOM 3Tarie 00JIe3HU, CYIIECTBYIOLINX
kputepueB ACR HemocrtarouHo. [TonbITKM co3maHMsT KpUTe-
pUeB, HATIPaBJIEHHBIX Ha OoJiee aNeKBaTHYIO M PAaHHIOIO THar-
Hoctuky CCJl, mNOBTOPSIIMUCHL MHOTOKPATHO U MPOJIOJIKAIOTCS
B HacTosI1Iee BPEMSI.

OnuH U3 noaxonoB K paHHelt auarHoctuke CCJI cocTo-
SI71 B IPOCTIEKTUBHOM HaOJIOAEHUM 3a OOJbHBIMU C (heHOMe-
HoM PeiiHo. ®eHomeH PeitHO — MOIMBTHOIOTMYECKOE TTEPH-
deprueckoe COCyIMCTOE Ba3oCIacTUYecKoe 3abojieBaHUE,
B OCHOBE KOTOPOTO JieXaT 3MMU30/bl BA30KOHCTPUKIIMU TUTH -
TaJbHBIX apTepUii, MPeKAUUISIPHBIX apTePUOa U KOXHBIX ap-
TEPUOBEHO3HBIX IITYHTOB MO/ BIUSIHUEM XOJIOAHOI TeMIIepary-
pPbl ¥ 3MOIIMOHAJIBLHOIO CTpecca, IMO-BUAMMOMY, CBSI3aHHBIC
¢ neeKToM LEeHTPATbHBIX M JIOKAJTbHBIX MEXaHU3MOB PETYJIs-
1IN COCYINCTOTO TOHyca. ATaka Ba3ocIa3ma MpoTeKaeT B TPU
das3pl — mobieqHeHUs, 1IMaHO3a W TUIIEPEMHU, KOTOpbIe
MOCJIENOBATeIbHO CMEHSIOT Ipyr npyra. Yactora deHomeHa
Peitno B monynsiiyu coctaBigeT mpumepHo 5—10%. Y 6oib-
IIMHCTBA OH HOCUT 10OPOKAUYeCTBEHHbII XapaKTep, He BJUSIS Ha
MPOrHO3 XU3HU (TaK Ha3bIBaeMblii MEPBUYHBIN (hEeHOMEH,
unn 6one3Hb, PeiiHo). B To e Bpemst 3TOT (heHOMEH Hepenko
ACCOILIMUPYETCS C LIEJBIM PSIIOM Pa3IMUHbBIX 00JIE3Hel, BKItoYast
peBMaTuyeckue (CUCTeMHasl KpacHas BOJYaHKa, CMeEIIaHHOE
3a00JIeBaHUE COCIMHUTEIBHOW TKAaHM, PEBMATOMIHBIM apTPUT
C CUCTEMHBIMU ITTIPOSBICHUSIMU, I€PMATO/TIOTMMHUO3UT U JIp.)
W SIBIIIETCSI «<BTOPUYHBIM» 110 OTHOIIIEHUIO K OCHOBHOMY 3a00-
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JIEBaHUIO, T. €. CHHIPOMOM OIpee/IeHHO 00JIe3HU. AJITOPUTMY
nuddepeHINaTbHON TUarHOCTUKY TICPBUYHOTO M BTOPUYHOTO
cuHIpoMa PeitHo TOCBSIIeHBI IMyOIMKALIMK, IeTAIbHO OTpaka-
JOIIMEe CXeMy 00CIeIOBaHUSI TaKUX OOJBHBIX [17—19].

JAuHamuueckoe HabJoaeHue 3a 00JIbHBIMU C (heHOMe-
HOM PeiiHO B TuTaHe «OXXUIaHUsI» Pa3BUTHUSI CUCTEMHOTO PEB-
maTuuyeckoro 3abosieBaHusi (P3) monrBepauio 3akoHOMEp-
HOCTb BO3HUKHOBeHHUsI P3 y psima GOJbHBIX, HO OKa3alocCh
OYEHb TPYAOEMKUM, JOPOTMM U Majaod(hdeKTUBHbIM. Tak,
3BOJIIOLIUS TIEpBUYHOTrO (heHOMeHa PeiiHO BO BTOPUYHBIN, ac-
COLIMMPOBAHHBINA ¢ pa3HbiMU P3, mpownsoruia aumb B 14,9%
cly4aeB IpU IPOCIEKTUBHOM HaOmomeHun 236 OGOJIbHBIX
B cpenHeMm B TeueHue 11 jet [20]. [Tpu aToM exxeromHas TpaHc-
dopmaist mepBUYHOrO (GeHOMEHa BO BTOPUYHBIN ITPOMCXO-
nwia juinb B 1% ciaydaeB. MetaaHanu3 10 ucciienoBaHuii,
B KOTOPBIX TTPOCIIEKTUBHO (B cpemHeM 4 roma) HabJomaauch
ManuveHTsl ¢ (eHoMeHoM PeliHO, BTOPUYHBINM €ro Xapakrep,
T. €. aCCOLMAILIMIO C CHCTEMHBIMU 3a00JIEBAaHMSIMU, TTOKAa3asl
B 13% ciyuyaeB 1ipu cpeIHeM cpoKe HabmoaeHus 4 roga [21].

Ve IaBHO CTajo OYEBMAHBIM, YTO HEOOXOAUM MOMCK
JOTIOJTHUTEIbHBIX MH(MOPMATUBHBIX MapaMeTpoOB, Ha OCHOBa-
HUM KOTOPBIX Bpay MoxeT 3anono3puth CCJl y 00ibHBIX ¢ (be-
HoMeHOM PeliHo, He UMEeIOIIMX KIMHUYEeCKUX MPU3HAKOB CUC-
TemMHoro P3.

LleHHBIM METOIOM, MUMEIOIIUM TUArHOCTUYECKYIO 3Ha-
YUMOCTh, 0Ka3ajach ITMPOKOIOJbHAS BUACOKATTUIUISIPOCKO-
IMUST HOTTEBOTO Jioxka. KanmuiisipocKomysi — XOpOIIo U3BECT-
HBI METOJ TIPWKU3HEHHOW BU3YaJIbHOUW OILEHKU CTPYKTYp-
HBIX ¥ (YHKIIMOHAJIBHBIX Ka4eCTB KanmuuiipoB. OOBEKTOM
HaOTIOEHNSI TIPU IITMPOKOTIONBEHON KaNUJUIIPOCKOITMY STBJISI-
I0TCS KaluJUISIpbl HOTTEBOTO JIoXa. BoIOOp 3TO JIoKanuzamu
0ODBSICHSIETCSI CBOMCTBEHHBIM TOJIBKO HOITEBOMY JIOXKY pacro-
JIOKEHMEM COCOYKOB JIEPMbI MapajielbHO MOBEPXHOCTU KO-
KM, YTO JaeT BO3MOXHOCTb BM3yalM3allMW KaNWLISIPOB
B mpoaoJibHOM cedyeHuu. Eiie B 1977 1. ObU10 MOKa3aHO, YTO
KaImLISIPOCKOITHMST HOTTEBOT'O JI0XKa — TOJIE3HBII HEMHBA3UB-
HBII METOJ BU3yaJu3allMi MUKPOAHTUOIATUYECKHUX TPOIIeC-
coB nipu CCJ] [22]. Okazanock, uyto nmpu CCJl KamuuisspocKo-
nmuJeckas KapThHa MMEET CBOCOOpa3HbI M TUITMYHBIA BUI.
Jna  «CKJIepoIepMHUYECKOTO» THIIA XapaKTEePHBI TOSIBICHUE
paclIMPEeHHbIX KaMWJUISIPOB M yMEHblIeHUue uX yucia [23].
Bonee Toro, onucaHHbIN «CKJIEpOAEPMUUECKUI» PO Ka-
MALISIPOCKOTINN Y GOJIBHBIX ¢ heHOMeHOM PeifHo mmeeT mpo-
THOCTUYECKOE 3HAaYeHMWE B IJIaHE 3BOJIOLMU B CUCTEMHBIM
ckiepo3 [24]. ITocaenyroliee MpUMeHEeHNE KaUISIPOCKOTIMKA
MOJATBEPAWIIO, UTO OHa BhIsIBiIsIeT crieuuduunbie qist CCJI u3-
MEHEHMSI Ha paHHEM M JaXe Ha JOKJIMHUYECKOM aTare 6oJe3-
Hu. [ToaTOMYy IIMPOKOMOJIbHAS BUICOKATUILISIPOCKOITMST HOT-
TEBOTO JIOXKa IMPOKO BHEAPHWIIACH B TIPAKTUKY PEBMATOJIOTH-
YECKHUX IEHTPOB 3a PyOEKOM U MCTIOIB3YeTCsT 1Tl U depeH-
LIUAJTbHOM AUATHOCTUKYU 00Jie3HU PeiiHo, TIpu KOTOpOit n3me-
HEHUsSI MUHUMAaJIbHBI U HecTielUIHbI, U cuHapoMa PeitHo
npu CCI. MoXHO OTMETUTb, YTO U3 Bcex P3 ToibKO npu
CCJl xanuuisipoCKOMUYeCKUe U3MEHEHUSI UMEIOT YeTKOEe HO-
30JI0TUYECKOE CBoeoOpasme.

BaxHoe HanpapieHue B paHHeit nuarHoctuke CCI —
BBISIBJIEHME UMMYHHBIX HapylIEHU U, B YACTHOCTHU, CIELIM-
(GUYHBIX UIST 3TOI 0OJIE3HU LMPKYJIUPYIOIIUX ayTOaHTUTEN.
Pa3BuTue ayToMMMyHHBIX HapylIeHUI — XapaKTepHasl yepTa
CC/l, orpaxaromiasi akKTHBallMIO WMMYHHOU cucteMbl [25].
Tak, antTuHyKIeapHbIil pakrop (AH®D) BoisiBisiercst y 90—95%
OoJIbHBIX. B HacTosiIee BpeMsT OIMMcaH 1Bl PSi ayTOaHTH -
Te, xapakTepHbiXx UMeHHO 1t CCJl ¥ oTIMyaromux ee oT
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npyrux P3 [26—28]. DTu aHTMTeNa HaIpaBiIeHbl Ha Y3KUI
CIIEKTp SIAEPHBIX ayTOAHTUTEHOB — PACTBOPUMBIX SITEPHBIX
6enkoB. [laToreHeTnueckoe 3HaUEHNE TAHHOUW TPYMIILI ayTo-
AHTUTEJT OCTAETCST HesICHBIM. MI3BECTHO, YTO YPOBEHb HEKOTO-
PBIX ayTOAHTUTEJl KOPPEIUPYET C TSKECThIO U aKTUBHOCTHIO
Tporiecca U UMeeT He TOJIBKO IMarHOCTUIeCKOoe, HO U TIPOTHO-
cruueckoe 3HayeHue. K cneunduuneim mist CCJl oTHOCSAT aH-
tutesa K tormouszomepase I (Scl-70), aHTULIEHTpOMEpHbIE
(ALDA), antutena kx PHK-nmoaumepaze III, Th/To,
Ul1/UI12PHII, UIPHII, U3PHII, PM-Scl (PM/Scl-100,
PM/Scl-75, hRrp4p), k ructony u ap. Kak npaBuio, y KOH-
kpeTHoro 6osbHOro CCJI o6HapykuBaeTcsl TOJIbKO OIUH THUIT
AHTUTEN, KOTOPbIII HE MEHSIeTCSl Ha MPOTSXKEHUU OOJe3HMU.
Kaxmplit 13 9TUX TUTIOB OOHAPYXUBAETCS Y HEOOTBIIION TPYTI-
bl 60sbHBIX (1—30%), HO B TIpe/iesiax TaKOW TPYIIITbI OOJIbHBIC
UMEIOT CXOXMe KIMHWNYECKNe YePThl U XapaKTep TeueHus 60-
ne3Hu. Takum oOpazoM, npoduiab ayroanturen npu CCJIL
nMeeT (PeHOTUITMIECKUE acCOIUAIINH, T. €. «CKIepolepMuye-
CKHe» ayTOAHTHUTEIa OTHOCSITCS K CEPOJIOTMIECKUM MapKepam
orpeieJIeHHbIX KTMHUYECKMX CUMITTOMOKOMILIEKCOB [29, 30].
Tak, ALIA accouuupyoTcst ¢ JUMUTUPOBAHHBIM MOPaXXeHUEM
KOXU, TUTUTAIbHBIMU SI3BaMU, KaJbLIUHO30M MSITKMX TKaHEH.
s Hocureneit ALIA xapaktepHo pa3Butue CREST-BapuaHn-
ta CCJI, n301upoBaHHON JlerouHoil runepreH3un (mo 20%),
Tsexenoro nopaxenusi KKT, HO y HUX He BO3ZHMKAET TSIXKeno-
ro jerouyHoro ¢ubpo3za. KnmHnueckue acconuannyt aHTUTEN
K Scl-70 — nuddysHoe mopaxkeHne KOXHM, TKEJI0e MHTEPCTH -
MadbHOE TopaXeHue Jerkux. [lonaraior, 4To aHTUTea
K Scl-70 u ALIA He ToJIbKO TTO3BOJISIOT MPOTHO3UPOBATh T€UE-
HUe 3a00JIeBaHUST U, COOTBETCTBEHHO, Ha3HAYATh aJIcKBATHYIO
Tepanuio, HO TakKKe MMEIOT IMarHOCTUIEeCKOe 3HaYeHHE, IO~
BJISISICH HA CAMOM DPaHHEM 3Tane (M30JMpPOBAaHHBIN (heHOMEH
Peiino) 1 coxpaHsisich B Te4eHUE BCEro neproaa 0oye3Hu. Ay-
toantutesna K PHK-nonumepase 111 yaiie oOHapyKuBaloTCst
y MyxumH, rnpu Havasje CCJl B IMOXMJIOM BO3pacTe BCe HOCU-
TeJW 3TUX aHTUTEN MMeT Auddy3Hoe mopaxkeHHe KOXKU,
a'y 43% u3 HUX pa3BUBAETCS MOPAXEHUE MOYCK («TOYCUHBIN
Kpu3uc»). BaxkHo, 4TO HOCUTENBCTBO OTIPEAeIeHHBIX ayTOaH-
TUTEJT UMEEeT TaKXkKe YeTKMEe TeHeTUIeCKre acCOIMalluy, OTpa-
JKast oTIpeNieIeHHBIN CyOTUTIT O0Te3HNU.

HaxorutenHble 3HaHUS 110 CHISITUDUIHOCTH KATTAJUISIPO-
ckonnueckoil Kaptuhbl npu CCJI U 0COOEHHOCTSIX ayTOUM-
MYHHBIX CIBUTOB JICTJIM B OCHOBY HOBBIX KJACCH()MKAMOHHBIX
kputepueB CCJI, npemtoxeHHsix B 2001 1. [29] DTu kputepuu,
Hapsiy ¢ TAaKUMM XOPOLIO OXapaKTePU30BAaHHBIMU KOXXKHBIMU
dopmamu, kak auddys3Has U JTUMUTHPOBAHHAs, BKIIOYUINA
Y caMylo PaHHIOIO CTaUIO, KOT/Ia KOXHbIE MPOSIBICHMSI e1le He
pa3BUINCh M OMpeAesieHHas KJIWHU4Yeckass ¢dopma elne He
copmupoBantachk. ABTOpbI Ha3BaJIM ITOT HAUATBHBIN ITAIT pa3-
putust CCJl «mmpecKiepoaepMoii», I HeKIacCUPUIIMPyeMOit
(o popme) CCJI, 1 m1s1 ee BBISIBJICHUS BIIEPBbIC BKIIOUYMIU
HOBBIE TTapaMETPhI IMATHOCTUKHU — «CKIIEPOIEPMUIECKYIO» Ka-
MUTSIPOCKOTTMYECKYI0 KapTUHY W BBISIBJICHUE CTIeIM(UIHBIX
st CCID ayroaHTutes.

Bapnant knaccuduxkanuonnbix kputepues CCJI mno
E.C. Le Roy, T.A. Medsger [29]

1. JIMMUTHUpPOBAHHBINA CUCTEMHBIN CKJIEpO3: HEKJIACCU-
dbunmpyemas CCJl, unu «mpeckieponepma» (unclassi-
ble/pre- scleroderma).

2. JIMMUTUPOBAHHBINM KOXHBIN CUCTEMHBIN CKJIEPO3.

. JAnddy3HBIN KOXHBIN CUCTEMHBII CKJIEPO3.
4. Iuddy3Hblii GacouuT ¢ 303UHOGUINEH: TTPOKCH-
MaJTbHbIe U3MEHEHUsT KOXU 0e3 kputepues 1 u 2.

W
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[MoguepkHeM, 4TO TIEpBYIO (POPMY — «HEKIacCUPULIMPY-
eMBIi TMMATUPOBAHHBII CUCTEMHBIN CKIIEPO3» — HEOOXOAMMO
OTJINYATh OT BTOPOI POPMbI — TUMUTUPOBAHHOTO TTOPAXKEHUS
KoxU (T. e. TumuTupoBaHHoi dhopmbl CCJL). ABTOPHI neTalb-
HO OXapaKTepHu30BaJId TIPU3HAKU paHHEeH HeKIaccuuimpye-
moit CCII, mnu «mpeckieponepMbl» (unclassible/pre- sclero-
derma). [lo MHEeHHIO aBTOPOB, AMArHO3 <«IPECKIEPOIEPMbI»
MpaBOMOYEH, eciiu Yy 00JbHOTrO uMeeTcst peHoMeH PeiiHo (rpu
OCMOTPE WJIY 1O MEAULIMHCKUM JOKYMEHTaM) U TUIIOC KaK MU-
HUMYM OJIMH M3 ABYX MPU3HAKOB:

1) KanmuaasipocKonmuyeckKue W3MEHEHUsI, XapaKTepHbIe
st CCA, u/vnum

2) ayTroaHTHTENA, CTIEHM(MUYHBIC 1T CKICPOACPMUN.

Ecnu ¢penomen PeitHo orpeneneH TOJIbKO CO CJIOB 00Jb-
HOTO, T. €. CYyOBEKTUBHO, I ycTaHoBieHUss auarHoza CCJI
HEOoOXOIMMO Hanire 00OMX YKa3aHHBIX OOBEKTUBHBIX TPU-
3HAKOB.

[MpennoxeHHbIe KPUTEPUN He OBLTU BaTUIMPOBAHBI aB-
TOpaMHM, TTIO3TOMY B JaJIbHEWIIIEM He MCIOIb30BAMCh B Hay4-
HBIX MCCIIEIOBAHUSX, HO IMTOCTENEHHO BHEIPUIMCDH B peaibHYIO
npakTuky. B 2008 . ObLIM OMyOJIMKOBAaHbBI Pe3yabTaThl 00Jb-
1101 pa®oThl, MpoaosKasieiics 20 J1eT, B KOTOPO 3TU KPUTE-
pun ObLtM BanuaupoBaHbl [30]. B pesynsraTe crienmaibHOM
CKPUHUHIOBOW TIPOTpamMMBbl, BKJIIOYUBUICH OTpeAeICHUE
AH® u «aHTHCKIIEPOICPMUICCKUX» ayTOAHTUTEN, U3 TTOCHIe-
JIOBATEJIbHO TTOCTYMAaBIIMX TALIMEHTOB OBLIO OTOOpaHo 784
6ombHBIX ¢ (heHOMeHOM PeitHo 6e3 rpu3HakoB P3, 13 KoTopbix
B MOCJIEYIOIIEM CUCTeMaTUIeCKH Habmonannch 586. Ipomo-
KUTEJbHOCTh HaOsofeHus coctaBwia 3197 mauueHTo-JerT.
Tpu BKITIOYEHWM B MCCIIEIOBaHUE aHTUCKIIEPOIEPMHUUECKUE
ayToaHTUTeJa ObUTM TO3UTUBHBIMU Y 78,4% OGOJIBHBIX, a Xapa-
KTEpHbIE CKJIepoAepMMUUECKUe MU3MEHEHUsI MpU Kamuuisapo-
ckoruu — y 47,3%, KaKk MUHUMYM OJIMH M3 3THUX MapaMeTpOB
BosIBIISLICS Y 89,2%. Yacrtora passutust onpeneneHHoir CCJI
(cornacHo kputepusiM ACR u/uiu npu BbISIBICHUU TUTTAYHBIX
nepudeprIecKuX COCYIUCTBIX PACCTPONCTB M BUCIIEPUTOB)
MpY TMHAMWYECKOM HaOIIOIeHUN MpuBeaeHa B Tabda. 2. Kak
BUIHO U3 TaOJIMLBI, IPY HATWYUU B Hadyaje TUHAMUYECKOTO
HaOMIONEHUST M MUMMYHOJOTMUYECKUX, U KaMUUIIPOCKOMUIe-
ckux mapkepoB CCJI BepositHOCTh pazsutust CCJl yBemanBa-
etcst B 60 pa3. HanpoTuB, OTCYTCTBUE 3TUX MapaMeTPOB Mpak-
TUYECKU UCKIIIOUaeT BeposiTHOCTh pa3Butust CCJI.

ABTOpaMU OBLTO Takke YOeIUTeIbHO MTOKa3aHO, YTO He-
3aBUCUMBIMU MpeaukTopaMu pazButusi CCJL sBasitoTcs Halu-
yue AH®, cnenmduyecknx aHTUCKIEPOAEPMUYECKUX aHTH-
ten (ALLA, antutena k PHK-nonumepase 111 u Th/To), a Tak-
K€ TaKue KalWUISIPOCKOMUYECcKUe MPU3HAKK, KaK pacilIupe-
HUE KalwLISIpOB M BBIPAXXEHHOE CHIDKEHUE MX TJIOTHOCTH.
Bosnpioii HayYHBIN M TTPAKTUUECKUI MHTEPEC TPEACTaBIIsICT
JIeTaIbHOE OIMKMCAHUE TTOCICI0BATEIPHOCTH PAa3BUTHSI MUKPO-
BaCKYJIIPHBIX HApYIICHU ¥ B3aMMOCBSI3b X C OTIPEIeICHHBI -
MW aHTUCKIIEPOJAEPMUIECKUMU ayTOAHTUTEIAMU. DTU OTTHCa-
HUS TTO3BOJISIIOT aBTOpaM caieiaTh BbiBoA 0 ToM, uto CCJI-cre-
mubrIecKre ayToaHTUTeNIa Y OOJIBHBIX ¢ CHHIPOMOM PeitHo —
3TO TPEAMKTOP Pa3BUTHUSI COCYIMCTOTO MOBpexaeHus . [1osB-
neHue CCJl-ayToaHTUTEN MpealiecTBYeT BO3HMKHOBEHUIO
y OOJIbHBIX C CMHAPOMOM PeiiHO CKiepoaepMHUecKOro TUIla
M3MEHEHUM COCYNOB: pacIIMPEHHBIX KalWISIPOB — OTHOCH-
teapHblii puck (OP) 6,64 (p<0,001), TemeaHrusKTa3uit
(OP=5,57; p=0,002) 1 yMmeHbIIEHUS 4YHUCIa KanWIIpoB
(OP=2,62; p=0,001). MaTEpeCcHO, YTO yCTAHOBIECHUE AUATHO-
3a omnpeaejeHHON (kauHudecku odeBunHoi) CCJl oka3biBa-
JIOCh BO3MOXHBIM B TIEPUOJT BEIPAKEHHOTO CHYKEHUS TIJIOTHO-
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Ta6nuua 2 HactoTa pa3BMTUA CUCTEMHOW CKNEpogepMuu npu LUHAMUYECKOM
HabnogeHnmn 586 nuu ¢ peHomeHom PeiHo [30]
0,
MpennKTopbi Yucno Iuarxo3 CCA, n (%)
60NbHbIX yepe3s 5 net yepe3 10 net NocNefHui A BU3NT
Hopma npu kanunnspockonuu 446 6 (1,3) 7 (1,6) 8 (1,8)
n otcytcTBue CCL-ayToaHTuten
Kanunnsapockonu4yeckue n3amMeHeHns 31 7 (22,6) 7 (22,6) 8 (25,8)
1 HeratueHble CCLl-ayToaHTUTENA
Hopma npu kanunnspockonuu 65 14 (21,5) 21 (32,3) 23 (35,4)
1 no3uTusHble CCll-ayToaHTMTENA
I3meneHns npu kanunnspockonum 44 29 (65,9) 32 (72,7) 35 (79,5)
1 noautusHble CCll-ayToaHTMTENA
Bcero 586 56 (9,5) 67 (11,4) 74 (12,6)

CTU KanmwUISIPOB, T. €. HA CTAIWU yXe TSXKEJIbIX PACCTPOMCTB
MUKPOLMPKYJISLINH.

CeronHs pa3Butre yueHus o6 aBostornuu CCJI mo3Bonu-
J10 chOopMyIUpoBaTh MpeacTaBieHne 00 OUYeHb paHHEM CHC-
TEMHOM CKJIEPO3€ — COCTOSIHUM, XapaKTEePU3YIOILEMCs pa3BU-
tueM (heHoMeHa PeiiHO 1/MTu OTEeYHOCTH KUCTEi C 3JIeMeHTa-
MU CKJIEPONAKTWINY, TUTTMYHBIMU CTPYKTYPHBIMA MUKPOBAC-
KYJISIDHBIMUA HapyIIeHUSIMA U XapaKTePHBIMU ayTOUMMYHHBI-
mu HapyuieHusmu [31]. [lis auarHoctuku oueHb paHHeit CCJL
aBTOpaMU TIPEJIOKEH PUBEICHHBIN HIUXKe Habop MPU3HAKOB,
KOTOpBIE PEKOMEHI0BAaHO BAJIMIMPOBATh KaK KDUTEPUU B IPO-
CIIEKTUBHBIX UCCIICAOBAHUSIX.

ﬂpensapmenbuble KpUTEpPpUKN Ang AUATHOCTUKH
0YEeHb PAaHHEro cUCTEMHOro cknepo3a [31]
boavwue kpumepuu:
* (peHoMeH PeiiHo;
* ayTOAHTHUTEJA: aHTUHYKJICApHBbIC, aHTULIEHTPOMEp-
HbIE, K TOTIOM30Mepase 1;
» xapaktepHble mist CCJl u3MeHeHMsT pu KaIruuisipo-
CKOITUH.
Jlonoanumeavnote kpumepuu:
* KaJblLMHO3;
» otek kucreii (puffi fingers);
* JTUTUTAJIbHbIC S3BbI;
* TUCHYHKIMS HUXKHEro c(hMHKTepa MUILEeBO/Ia;
* TeJCaHTMIKTA3UM;

Puc. 1. ®eHoMeH PeiiHo: NOBTOPHbIE 3NN30[bl ABYX- UK Tpexdas-
HOrO M3MEHEHMS LiBeTa NasbLes, NPOBOLMPYEMbIE XONOAOM UNn
9MOLMOHANTBHBIM HaNpPsXKeHUeM

Hayy-npaktuy pesmaron 2012; 51(2): 87—93

* «MaToOBOE CTEKJIO» MPU KOMIbIOTEPHOI ToMorpaduu
BBICOKOTO pa3pelleHus] TPYIHOM KIETKU.

JnarHo3 ycraHaBIMBaeTCs MPU HATMYUU TPEX OONbILINX
KPUTEPHUEB WIN ABYX OOJBIINUX U OJHOTO AOTIOIHUTETHHOTO.

B 2010 . EBporeiicKkoii Uroii 1o 60pbbe ¢ peBMaTU3MOM
(EULAR), a TakXe MeXIyHapOOHBIMU OpPTaHU3aLUSIMU
EUSTAR (EULAR Scleroderma Trials and Research)
n FESCA (Federation of European Scleroderma Association)
ObUI WHUIIMMPOBAH MEXIYHAPOMIHBIA HAyYHBI IPOEKT
VEDOSS (Very Early Diagnosis of Systemic Sclerosis), B KOTo-
poM NMpUHMUMaET yyactue u Poccusi. DTOT MpoeKT npejiaraer
HCTIONb30BaHUE MPEIBAPUTEIbHBIX KPUTEPUEB OYEHb PaHHEN
CCJl (HecKOJIbKO OTJIMYAIOIIMXCSI OT MPUBEICHHBIX BBILIE)
U OlpeNeseHHble NMAarHOCTUYECKUE LIaru JUisl BbISIBACHUS
MPeAKIMHUYECKOM cTaguu 00J1e3Hu [32].

AJITOPATM TUATHOCTHKHM OYeHb PAHHEl CHCTEMHO# CKJie-
ponepmuu [32]. [Tomo3peHne Ha OoYeHb pAaHHUN CUCTEMHBIN
CKJIEpO3 NTOJKHO BO3HMKHYTH Y Bpaya JI000ii CrelraibHO-
CTH, €CJIA TIPY OCMOTpPE WM B aHaMHe3e Y OOJTbHOTO NMEI0T-
cs (peHomeH PeiiHo (puc. 1), 0coOOEHHO B COYETAaHUU C OTEY-
HOCTBIO KUCTEH, Jaxe eCii OHAa BO3HUKAET HETIOCTOSTHHO
(puc. 2). Takomy 60 IbHOMY HEOOXOAUMO OMPENETUTh B ChIBO-
potke kpoBu AH®. denomen PeiiHo, oTeK KHUCTER U MO3M-
TUBHBIN pe3ynbrar Tecta Ha ADH (puc. 3) paciieHuBaroTCs
KaK KpUTEPUHU «IIePBOTO YPOBHsI» («KpacHble dharu»). Boisis-
JIEHUE 9TUX KPUTEPUEB Ha MEPBOM 3Tare AMarHOCTUYECKOTO
MOUCKa CIYXUT OCHOBaHUEM JJISI HATIPaBJIeHUs MAllMeHTa Ha

Puc. 2. OTek KUCTe# Npu paHHel CUCTEMHOI CKNepogepmMum: yeenu-
YeHIe MaCChl MArKMX TKaHel, 0COGEHHO Ha nasbLax, u3-3a 0Te4HO-
CTI KOXKIA; YMEHbLLIEHME BbIDAKEHHOCTI KOXKHOMO PUCYHKA U pac-
MpaB/eHne CKNagoK Koxu
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Puc. 3. Mo3uTnBHbIA TeCT Ha AH®, HyKNeOoNAPHbIA TN CBEYEHMS.
MeToa Henpsimoii uMMyHodroopecueHumn. ®oTo npod.
A.W. CnepaHckoro

KOHCYJIBTALIMIO OMBITHOIO PEBMATOJIOra, XOPOIIO 3HAIOIIETO
KIMHUYECKYIO KapTUHY CHUCTEMHOIO CKJepo3a. PeBmaTojor
pelIaeT BOIpoC 0 Ha3HAYeHUU 00C/IeI0BAHKS Ha BTOPOM CTy-
[eHU OTUArHOCTMKM, BKIIIOYAIOLIEH KAIMLUISIPOCKONIHIO (pac-
IIAPEHHbBIC KAMJUISIPBI, YMCHBIIICHUE WX YMCJIa) W BBISBJIC-
HHUE JAUArHOCTUYECKOTO YPOBHS (IMO3UTUBHOCTU) AHTUTEN
Kk Tornon3omepase (Scl-70) n/unu ALIA. Tlpu obHapykeHUU
KaK MUHUMYM OITHOTO U3 3TuX npeaukropoB CCJl manueHTy
¢ cuHAPOMOM PeiitHO 1/WIu OTeYHOCTBIO KUCTE yCTaHABII-
BaeTCs AMArHo3 OYeHb PaHHEro CUCTEMHOIO CKJIepo3a, U OH
00s13aTeIbHO JOJIKEH HabJomaTbesl peBMaTojoromM. B mian
BeJCHUsI TAKOro GOJbHOIO PEBMATOJIOI BKJIIOYAET JOIOTHMU-
TeJIbHbIE MCCIICIOBAHMS IS BhISIBJIEHUS [TATOJIOIMU BHYTPEH-
HUX OPraHOB:

* KOMIIbIOTEPHYIO TOMOTrpaduIo OPraHOB IPYIHOM KIIET-
KU 11T UCKITIOYEHUSI MHTEPCTUILIMATLHOTO TTOPaKEHUST JIETKUX;

* (DyHKIMOHAJIbHBIC JICTOYHBIC TECTHI IJIST ONPEACICHUS
PECTPUKTUBHBIX HAPYILICHWI;

 onpeneseHre 1uhdy3MOHHOM CITOCOOHOCTU JIETKHX;
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* MaHOMETPUIO MUIIEBO/IA IS OLIEHKU TOHYCA eTO HUX-
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Bonpocbl gns TECTUPOBAHMSA NO TEME NEKUNUN:

1. Kakas ¢opma cucTeMHO#i CKIepoaepMUM BKJIIOYEHA
B OTEYECTBEHHYI0 KJIACCH(IMKANMIO CHCTEMHOi CKJIepoAepMHU
M OTCYTCTBYET B KJIACCH(HKAIMAX 3aPY0eKHbIX YIEHbIX?

A. Iudodysnas

b. JlumutupoBaHHas

B. TlepekpectHas

I. IOBeHmBbHAS

J1. be3 nmopaxeHust KOXu

2. KakoB cpenHuii HHTEPBAJ MEXKIY NMOSIBJIEHUEM CHHIPO-
Ma PeiiHo u nepBbiM «He-PeitHO» NPU3HAKOM CKJIEPOJIEPMHUHU TIPH
JIMMUTHPOBaHHOU (opme Goie3nn?

A. lron

b. 5ner

B. 7 ner

3. Kakue anTusiiepnbie ayTOAHTUTENA He XapaKTEePHbI LIS
CHCTEMHO¥i CKJieponepmun?

A. Antu-Scl-70

b. AHTULIEHTpOMEpPHBIE
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B. Autu UI-RNP
I. Autu-Jo

4. XapakTepHble KanwLIAPOCKONMYECKHEe H3MEHEHHs
u cnemudmynbie A CCJL ayroanTuTen a, 0OHADYKEHHbIE MpPH
TepBOM BHU3HTE K Bpady y 00ibHOrO ¢ (heHOMenoMm Peiino, yBemm-
YHUBAIOT BEPOSATHOCTb PA3BUTHSI CKJIEPOEPMHUHU:

A. B 10 pa3

b. B 30 pa3

B. B 60 pas

5. Ilpu HaOope KAKMX CUMIITOMOB HYKHO 3aM0103PUTh CH-
CTEMHYIO CKJIEPOJEPMHIO U HATIPABUTH 0OJILHOIO HA KANMMJLISAPO-
CKOmuio?

A. CungpoM PeitHO, MJIOTHBIM OTEK KUCTEI, MO3UTUB-
Hblii TecT Ha AH®D

Bb. 3s6kocTb KucTeit, muxopanka, mossieHue COD

B. OneMeHme nanblieB, U3XKora, Kapauaaruu

I Aprtpaiiruu, cinabocTb B pyKax, 3pUTEMaTO3HbIE Bbl-
CBHITIAaHUST Ha KOXe

Omeemvt — na c. 115.
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