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PAHHAA JUAT'HOCTHUKA CUCTEMHOMU CKJIEPOJEPMHUU

Cauodosa M.M., Xampoesa 1O.C.
Byxapckuii rocy1apCTBEHHBIM METULUHCKUI HHCTUTYT

v Pestome

Cucmemnasn cknepodepmus (CCH) — smo aymoummynnoe 3abonesanue, 6 0CHOGe KOMOPO20
aexcam 2eHepanu306anHnas MUKPOAHZUONAMUA U aAKMUEAWUsA npoueccos Guopoza koxcu u
GHYMPEHHUX 0P2aH08. Y 001bUWiUHCMEA NAYUEHMOG PA3GUEAIOMCA GUCUHEPATIbHbIE OC/I0NCHEHUS,
Komopwvie 00b1uHO cmanosamca npuuunou cmepmu. Hepeoko ouacnocmupyrom no3ouno, Koz2oa
namonozuyecKue UIMeHeHUsA 8 OP2anax Heodpamumbl, a neuenue menee Ipgexkmusno. Ilpu smom
pe3ynbmanmsl UCCAE006aAHUS NOKA3AMU, YMO cMepmHuocmb nayuenmos ¢ CC/l oocmuzaem 68 na
1000 uenosex 6 200. Taxkum o6pazom, ceoespemeHHAA OUAZHOCMUKA NPeOCMmasiaem coooil
CILOMHCHYI0, HO OUEHb 8AXNCHYIO 3a0auy 014 paua.

Knrwoueevie cnosa: Cucmemnana  cknepooepmus, oOuazHocmuxa, cunopom  Peitno,

CK1€pOoOaKmuius.
TU3NMJIN CKIEPOAEPMUAHUHI OPTA TAIUXUCOTHU
Cauodosa M.M., Xampoesa 10.C.
Byxopo naBnat THOOMET HHCTUTYTH
v’ Pestome

Tuzumnu cxknepooepmusa (TC/) — ymymuii mukpoanzuonamus 6a mepu 8a UYKU OP2AHIAAPOA
duopo3z ncapaénnapnunz aonnawiumiuza AcOCIAHZAH AYMOUMMYH KACAIIUK OYaubd, Kyn
xoanapoa Oemopaapoa eucuyepan acopamaapoan yaum xoaamu Kyzamuaaou. Tuzumau
CK1epo0epmMusnda KynuHua Op2amaapoa Kaummac NAmonouK y32apuuiaap eyycyoza KeiacaHoan
CyHZ 6a OasonanHuwl camapacus o0yncay, Kewukud mawixuc Kyuunaou. Taokuxomnap wyHu
Kypcamaouku, mMaskyp Kacaiiuk ounan demopaapuune yaum oapaxcacu uuauza 1000 é6emopoan
68 manu mawxun smaou. Tusumnu ckiepooepmusanu y3 6aKmuoa mawiXuciaul Wugpokop yuyH
MYPAKKAd, ammo xycyoa myxum eazugpaoup. ILllynu unobamea oncan xonoa, mMasKyp mMaxonaoa
KACAIAUKHU IPMAa MAWXUCAAUL ME3OHIapU XaKuoa Kenz uKp iopumuiaou.

Kanum cyznap: Tuzumnau cknepooepmus, mawixuc, Peiino cunopomu, cknepooaxmunus.

EARLY DIAGNOSIS OF SYSTEMIC SCLERODERMA
Saidova M. M., Khamroeva Y. S.
Bukhara State Medical Institute

v Resume

Systemic scleroderma (SSD) is an autoimmune disease, which is based on generalized
microangiopathy and activation of the processes fibrosis of the skin and internal organs. Most
patients develop visceral complications, which usually cause death. SSD are often diagnosed late,
when pathological changes in organs are irreversible, and treatment is less effective. At the same
time, the results of a large study showed that the mortality rate of patients with SSD reaches 68 per
1000 people per year. So, timely diagnosis of SSD is a difficult, but very important task for a doctor.

Keywords: Systemic scleroderma, diagnosis, Raynaud's syndrome, sclerodactyly.

AKTyaJIbHOCTh
C ucremnas  ckiepogepmusi (CCII) - 35T0  BHYTpEeHHHMX opraHax. Ha paHHHUX CTagusx
obmas MUKpPOAHTHOINATHs, @ Takke 3a00JeBaHHE TMPOSBISETCS CHIBHBIM OTEKOM
ayTOMMMYHHOE 3a0o0JieBaHHE, OCHOBAaHHOE Ha  MaJIbLEB M U3MEHEHHUSIMH KOXH B BUJE CHHAPOMA
aKTUBAIUU QUOPO3HBIX MPOIIECCOB B KOXKE U Peiino, HO y mammeHTa MOXET HE MPOSBIATHCS
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MPU3HAKOB  YXYIIICHWUS WM  TOBPEXKICHUSI
BHYTPEHHHX OPTaHOB (amcdarus, omplKa U T.
II.), TO3TOMY TAIIMEHTHI YacTO HEe 00paIiaTcs 3a
MEMIIMHCKON TOMOINBI0 3apaHee. B cBsi3u ¢
3TUM  CHCTEMHasi  CKIEpPOAEPMHUS  YacTo
MUATHOCTHPYETCS TO3[HO TIOCJE TIOSBICHHS
HEOOPaTUMBIX TATOJOTHYSCKUX W3MEHCHUH B
opranax W mpu HedhdexkTuBHOM NedeHHH. Ilo
JAHHBIM KaHAJICKAX WCCIE0BaTeNe, IUarHo3
CUCTEMHOM ckiepoaepmun y 408 manueHToB ObLT
YCTaHOBJIGH uepe3 O JIeT T1OoClie pPa3BHTHUSA
cuHapoMa PeitHo m 2,7 TOma mociie MOSBICHUS
MEPBUYHBIX  «KOKHBIX MposiBieHui»[21]. B
Poccun cucteMHBIi CKJIEPO3 JAHArHOCTUPOBAIU
gepe3 2,0-2,7 roma mocne cuHApoMma PeliHo, a
npu uddy3HEIX W OTpaHHYEHHBIX (popmax
3a0osieBanus - yepes 4,8-6,5 roja B 3aBUCUMOCTH
OT CTENEHH MOPAXKEHUS Pa3TNYHBIX BHYTPEHHHUX
OpraHoB, a TaKkKe CKOPOCTH  pa3BUTHUS
3aboneBanust [1]. OnHako pe3ynbTaThl 0OJIBIIOTO
UCCIICJIOBAHUS  TOKa3bIBAIOT, 4YTO  YpPOBEHBb
CMEPTHOCTH TAIMEHTOB C 3TUM 3a00JIeBaHHEM
coctaiseT 68 Ha 1000 GonbHBIX exeronHo [36].
[MosTomy CBOCBpEMEHHasI JIUArHOCTHKA
CHUCTEMHOU CKJIEPOJIEPMHUU - CIIOKHAsS, HO OYEHb
BaKHAs 3a/1a4a I Bpaya.

CucremHas CKIICpOACpMHUA B  HACTOAIIECC
BpeMsl aKTHBHO H3y4YaeTCs B paMKax IPOEKTa
EUSTAR (European League Against
Rheumatism Scleroderma Trials and Research
Group)[31].

Onugemuonoruss u  GakTopsl  pucKA.

JKeHmmHEBI ¢ cuCTEMHOHN Ckiepojepmueii Oomee
BOCIIPHAMYHUBBI K HHOEKIUSIM, YeM MYKUUHBI (3:
1); OONBIIMHCTBO TMAIIMEHTOB B BO3pacTe OT 25
no 50 ner. 3aboneBaeMOCTh BapbUpyeTCS OT
perumona k peruony. B Cesepnoit Eppomne u
Slmonun 3aboneBaeMOCTh cocTaBisieT Menee 10
Ha MUJUIMOH >KUTeNeH B rof, a B IOxHoii EBporne,
CeBepHoii Amepuxe u Anctpamuu - 14-21 Ha

MUJUTHOH KUTENen B roj [11].
PacnipocTpaHeHHOCTh  OOJIC3HH  BBIIIE  CPEIH
ajpoaMeprKaHIIeB, AMEPUKAHCKHX HHICHIICB,

aBCTPAIMMIICB ¥  ANOHIEB, YEeM  CpeaH
eBporieiineB u 6enoro HaceneHns COeqMHEHHBIX
ITaros [29].

BrisiBieHO BIMSHUE HECKOIBKHX TEHOB,
VYIaCTBYIOIIMX B  PETYJIUH  aKTUBHOCTH
UMMYHHOW CHCTEMBI, Ha TIOBBIIICHHE pHUCKA
Pa3BUTHS CHCTEMHOW CKIIEPOJCPMHH., BKIIFOYAS
BANK1, C8orfl3-BLK, IL-23R, IRF5, STAT4,
TBX21 u TNFSF4 [7]. Takxe poib
MOTEHIIUAIBHBIX JMMUTCHETUYECKUX MEXaHU3MOB
1 (GaKTOpPOB OKpYXKaIOmeH Cpeanl, BKIIOYAS
KPEMHE3EMHYIO0 BLTB, OpraHUYECKUE
PacTBOPUTENH, nekapcrtBa  (OJEOMUIHH,

KapOWUAOMBl W T. 1.), TECTHIHIBI, ParcoBOEC
Macito, Kokaus [25].

Otnonoruss CCJ] 10 KOHIIAa HE U3ydYeHa.
Pa3zButre 0ONE3HM MOXET MPOUCXOOUTH H3-3a
TEeHETUYECKOH IPEerpacloiIOKEeHHOCTH BKYyIE C
BIMSHUEM  HETaTHBHBIX  JK30T€HHBIX |
SHJIOTEHHBIX (hakTOpoB. CyIecTByeT MHOXKECTBO
JaHHBIX, KOTOpbIE MBITAIOTCS CBSI3aTh
BO3HUKHOBCHHE CCH c Pa3IUYHBIMH
3aMycKaloUMMU  (akTOpaMd, TaKUMH  Kak
WHQEKIHsA, XUMHYECKHE  areHThl,  CTpecc,
HEHPOIHIOKPUHHBIE  W3MEHEHUs,  TpPaBMBbI,
BUOpalys, OXJIKICHUE U TaK Jajiee.

Mertabonmusm komumarena | m Il TumoB wu
JpYyruX KOMIIOHEHTOB COCIUHMTENIBHOW TKaHU
urpaer (pyHIaMEHTaJbHYIO pOjb B IATOrE€HE3e
3a0oneBaHus u3-3a AUCHYHKIMU (HUOPOOIACTOB
U TJIaJKOMBIILICYHBIX KJIETOK COCYAMCTON CTEHKHU.
BazokoHCTpyKTHBHAs ~ CTUMyJSiOus  (XoJof,
OMOIMH, TPOMOOKCaH A2, CEpOTOHHH) MTPUBOIUT
K  JampHEeWIIeMy  CYKEHHI0  COCYIOB |
¢dopmupoBanuio ¢eHoMeHa PeitHO B koXke U
BHYTpPEHHHX opraHax. [loBpexaeHHe MOoYeqHbIX
COCYJIOB CTUMYJIUPYET PEHUH-aHTHOTEH3WHOBYIO
CHCTEMY W NPUBOIUT K OOPa30BaHHUIO CY>KECHHS
COCY/IOB. AKTHBHPOBaHHBIE TPOMOOITUTHI
BBICBOOOXKIAIOT (hakTopsl, ITOBBIIIIAIOIIHE
MPOHHULAEMOCTb COCYJIOB, M MPOKOATrYJISHTHBIC
¢dakropel. PuOpo3 TKaHEH - OSTO pe3ynbTaT
KOHTakKTa (puOpOOJIACTOB ¢ UHTEPCTUIIMATHHBIMU
OITYXOJISIMH.

Kmunanka. Ects nBe ocHoBable popmbr CCJ -
pacrpenencHHas u OrpaHHUYEHHAs. B
orpaHWYeHHON  (QopMe  YTONIICHUS  KOXKH
pacronaraloTcsi ~ JUCTalbHEe  JIOKTEBOTO U
KOJICHHOTO CYyCTaBOB, B TO BpeMs KaKk B
T y3HOi hopMe MopakeHHsT KOKU BOSHUKAIOT
Ha TyloBWile, Oelpax H Iuieyax (TMOpakeHHs
JUIa BCTpedaroTcs B 0benx ¢opmax). Pazmmuams
MEXIy JByMs (Gopmamu 3a0o0JeBaHUS  HE
OTPaHUYMBAIOTCS PACIPOCTPAHEHUEM KOXKHOTO
mporiecca, Ho auddysHas dopma  TakKe
XapaKTepU3yeTcs 4acThIM MOPaKCHUEM
BHYTPEHHHX OpPraHoB W 0Ooyee OBICTPBIM
nporpeccupoBanviemM 3aboneBanus. Ecmm 10-
JETHsISI BBDKUBaeMOCTh Tipu quddy3Hon dopme

3a0oneBanusi  cocraBiusger  65%, TO  uIA
peaylupoBaHHOH  (GOpMBI  3TOT  IOKA3aTelNb
nocturaet 92% [9].

denomeH Peiino. deHOMEH Peiino

BCcTpeyaeTcst y 95% manumeHToB ¢ CHUCTEMHOM
CKJepoJepMuell W OOBIYHO SBJSIETCS TEPBBIM
npusHakoMm 3aboneBanus[19]. Knuuuuecku on
UMeEeT JIBe, 2 MHOTJ[a ¥ TPU CTaJIuU - IOOeIeHHe,
[IUaHO3 U TIOKPACHEHHE KOXKHU HAIIbIIEB, KOTOPOE
pasBUBAeTCS MOJ BO3ACHCTBHEM XOJOAA, TAKKe
MOJKET COIPOBOXKAATHCSI OOJIEBBIM CHHIPOMOM
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[13]. IepBuunslii cuHAPOM PeifHO oTIHYaeTCs OT
¢denomena Peiino mpu CCJI TeMm, uro He
BBISIBIISIIOTCS M3MEHECHUS Ha BUICO-KaIMILISIPHOM
MHKPOCKOITUH HOT'TEBOTO OCHOBaHUSI,
AQHTHHYKJICapHbIC aHTHTEINA, HPHU3HAKH
UIIEMHYECKOTO MOPAKEHUsT TKaHeW (raHrpeHa,
pansl, pyous), OKI' B Hopme [41].

ITopexnenne xoxu. pyroir cummrom CCJJ
- TOBPEXJCHUE KOXH, KOTOPOE Pa3BUBACTCS B
TPU CTaauM: OTEK (HANpUMep, CHIbHBIA OTEK
PYK), yTOJIIEHUE (HApUMEp, CKICPOAAKTHIIHS)
u arpodus. Ha mepBoM oIrtame MIPOUCXOAUT
CHIDKCHHE OJJIACTUYHOCTH KOXXH W TKaHEH W
TUTOTHBIH OTeK, 3aTeM obpasyercst
«CKJICpOZIepMHs», a Ha JTame arpoduu Koxka
UCTOHYAETCST M CTAHOBHUTCS  CHHIOLIHO-
KOPHYHEBOM, TOSBISETCS CBOCOOpasHbIil Oleck,
Beimazenne Bonoc [8]. KommdecTBO  «KHCT»
(pammambHBIX ~ CKJIAZIOK  BOKPYr  pTa) H
TEeJICaHTUIKTA3HN [16] YBEIMYUBACTCSI.
HimeMudeckoe NOBPEXKICHHE KOXHU B PE3yJIbTaTe
MHKPOCOCYIUCTOTO  MOBPEKACHUS  SIBISCTCSI
OOBIYHBIM  SIBICHHEM, 4YTO  MPHUBOJUT K
HNOpaXECHHUSM B JUCTAIBHON (ajaHre majbleB,
KOTOpPBIC BBIMJISIAT KaK «YKYChl KPBICBD) H, B
PEAKHX Ciy4asX, K CyXOMy HEKpo3y WIH
raurpeHe [22]. OmHako ecTh NPU3HAKU APYTUX
nopaxeHud koxu, crneuupuuneix s CCJ,
TAKMX KaK THIO- ¥  TUICPHUIMEHTALHS,
kanbidukamms  koku  [10].  [oBpexnenue
BHYTPCHHHX OpPT'aHOB.

V 6onpmmacTBa manuentos ¢ CCJT (70-98%)
Pa3BUBAIOTCS HOpPaKSHUSI eIy JOUHO-
KUIIIEYHOTO TpaKTa, B YaCTHOCTH THUIIOTCH3US
HHIIEBO/IA, KOTOpasi HposiBIsieTcss aucdaruein u
racTpo33odareanbHOl PEQIIFOKCHONH OOJIE3HBIO.
Ha ¢one pazButusi cunapoma ManpadcopOIuu 1
3aMEUICHHsl JIBWKEHHS XUMYyCa pPa3BUBAIOTCS
TaKWe CHMIITOMBI, KaK pa3pacTaHHe MaTOreHHOI
GIopbl, a TaKKe MOPAKECHUS] TOJCTON KHIIKH
(mmapest, 3agmepkka  kama)[35].  MecTHbIe
UCCIIC/IOBAaHUSI  OOHApPY)XUIM  CBS3b  MEKIY
TSDKECTBIO TacTpod3odareanbHoi  pedIIroKCHON
6osie3nn 1 HuOpo30oM Jerkux [4].

CepreuHo-cocymicThie  3a0OieBaHus |
CBSI3aHHBIE C HHUMH OCJIOKHEHHs (MH(]ApKT,
UHCYJIbT, BHE3alHas KOPOHApHas CMEpPTh)
SIBJISIIOTCSL OJTHOM W3 HamOOoJiee YacThIX MPUYUH
paHHel CMepTH pH ayTOMMMYHHBIX
pEeBMATHYECKUX 3a00JIeBaHUSIX, HECMOTPS Ha
NOCTOSIHHOE ~ COBEPILCHCTBOBAHHUE  METOJIOB
JMarHOCTHKH W JedeHus. [lopaxenue cepana
npu CCJ] Bctpeuaercs B 15-35% cnyqaes [33] u
OPOSIBIISIETCS  CEPICYHON  HEJI0CTATOYHOCTHIO,
apuTMHSIMH U 0OJeBBIM cHHApPOMOM [2]. Pemko
pa3BHUBACTCS MUTPAJbHBIA CTEHO3, BKIFOYAs
MHUTPAIBHYIO CEPJCYHYI0 HEJOCTATOYHOCTH [23].

[Ipu CC]] mepBUYHOE TTOpAXKEHUE CePAIa MOXKET
COTPOBOXAATHCA  W3MEHEHHSIMH, KOTOpBIE
MPOUCXOAT B OCHOBHOM B MHOKap/e, MepuKape
W CepIevYHBIX KIamaHaX. B HEKOTOpBIX ciydasx
MOpaXKeHNE CepAla Pa3BUBAECTCA BTOPHUYHO IIO
OTHOIIEHUIO K OCTPOM MOYEYHOM CKIEpOJAEPMUN
W JITOYHOH apTepuanbHOW THUIEPTeH3UH Y
narmenToB ¢ CCH. Ilpu CCJl Backymomatus
XapaKTepu3yeTcs MPOTpeCCUPYIOIIEH
MePECTPOUKOM MUKPOLUPKYJISAIUH, 4TO
NPUBOIUT K PasBUTUIO Pa3IMYHBIX CHMIITOMOB
MOPAXEHUA  CEepPACYHO-COCYIUCTOH  CHCTEMBI.
CC-cnenuduueckas SHIOTENUANTbHAS
JUCQYHKIMS M TeMOppardueckue HapyLIeHUs
npu CC/] sisttoTest pakTopaMu pUCKa PaHHETO
pa3BuTHSl arepockiepo3a. Heckombko aBTOpOB
OPEANONIOKIWIA  OOIMHA  TaTOreHeTUYECKHUit
MexaHm3M moBpexaeaus cocynoB mpu CCJl u
arepockiepoze [30], u uTO 3TOT mMpOIECcC
NPUBOIUT K PasIuyHbIM (opMaM Makpo- |
MHUKPOCOCYIMCTOT'O MOBPEKACHUSI MHOKap/a MpH
CCH [27].

OngauMm u3  ocHoBHBIX mpossieHuit CCJ]
ABJISIETCSl TIOPaKEHUE COCYJIOB, TOCKOJBKY MpPH
MOP(OIOTUYECKOM  HCCIEIOBAaHUH KOXH U
BHYTPEHHHX OPTraHOB y STHX MAIlMEHTOB BO BCEX
ClIydadX BBIABJIAIOTCA IMIPU3HAKW AHTHUOIIATUU
(Bazomarus, Backyomnatus)[32]. Onu
MIPOSIBIISIIOTCSL B BHJE HEKpo3a (paylaHT MalbIEB
PYK, TalbIEBOrO apTepHUHUTa, XPOHHUYECKOTrO
3a00JIeBaHuUs MOYeK c M3MEHEHUSIMHU
KITyOOYKOBBIX  KalWULIPOB W apTepHol,
MOpaKEHHEM COHHBIX W KOPOHApPHBIX apTEpHid.
N3zBectHo, uto anrmomnatus npu CCJl mpuBoauT

K HapYyLIEHHIO MUKPOIUPKYJISIIAH c
oprannveckoi uiremueit [39].

B MIEePBBIC TOJTBI 3aboneBaHuUs
HUHTEPCTUIMATEHOE 3aboieBanme JIETKHX

BBIABIISIETCS NpUMEpHO Yy 75% mHanueHTos,
KOTOpO€ pa3BUBAeTCs MOCTENIEHHO U MPUBOJAUT K
¢uOpo3y JIErKUX pa3jIMyHOU CTENCHH TSDKECTH
[14]. JIL.LB. TemnoBa u jnp. KommbrotepHas
TOMOTrpadus ¢ BBICOKUM pa3pelleHneM I0Ka3aa,
yro y 82% wu3 138 mamumentoB ¢ CCJl Obun
CHUMIITOMBl ~MHTEPCTHLIUAIBHOIO  3a00JI€BaHUs
agerkux [6]. CCJ wHOrma xapakTepusyercs
Pa3BUTUEM TSDKEJIOW JIETOYHOM apTepUabHOU
runeptersun (JIAD). [lo nmocnennum nanuaeM, 60
n3 132 namuentoB ¢ CCJl ymepinu B cpefHEM B
TedeHne 4 JeT OT OCIIO)KHEHWH JIeTOYHOH
rUrnepTeH3uy. V3BecTHO, YTO BBDKHUBAEMOCTH C
muardo3oMm JIAT cocraBunma Bcero 4 (2,2-6,2)
roza [26]. Jlerounast runiepTeH3Hs y NalUSHTOB C
CCJH moxer 0bITh pesynbratoM: JIAD (BKITIOUas
HaKOIUIEHWE KoJIJlareéHa B CTEHKE Cocyaa),
OKKJIIO3MOHHOTO 3a00JIeBaHUs JIETOYHBIX BEH H
JIETOYHON KaNWJIISIPHOW aHTHOMBI, JUCHYHKIIUA
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JIEBOTO JKEITyI049Ka, TUTIOKCEMHYECKUX
MOopaxxeHUu JIETKUX, XPOHUYECKON
TpoMO0odMOoMH [18].

[Topaxxenue mouek BcTpewaercs y  19%

nauenToB. [lpu muddysnoit popme CC/ B 10-
15% u B orpannueHHoit ¢opme B 1-2% cimydaen
BBISIBIICHO pas3BUTHE OCTpPOTO KpHu3a
CKIIEPOJIEPMHUH C PE3KUM YXYAIIEHHEM (PyHKIINU
moyek (ocTpoe mopakenue mouek) [37]. Buepsrie
Npy KpHU3€ CKIEPOJEPMHUH TMOYEK apTepHabHOE
maBiaeHre coctaBmio 150/85 MM.  MOXHO
3armof03puTh, YTO OH BBINIE, YeM. B TedeHme
cienyrImux 24 4YacoB HaOIONANIKMCh ApPYrue
napamMeTpbl, Takhe KakK yBEJTHYCHHE CKOPOCTH
¢unpTparm mMsiga Ha 10% WM CHIDKEHHE
ckopocTu KiryboukoBoit ¢umsTpanuu (CK®) Ha
90 mn / wmuH. JlONOJHUTEIBHBIE CHMIITOMBI
MOYEYHOTO KpH3a TPH CKIEPOJEPMHUA MOTYT
BKIIIOYaTh  TEMaTypuld H  TPOTEHHYPHIO,
BHE3AMHBIA OTEK JIETKUX, OJUTYPHIO UM aHyPHIO
", BIIEPBbIC, peTuHONATHIO [34].

Huarnoctuka. CC/] cnenyer paccMaTpuBaTh y
BCEX MalMeHToB ¢ peHomeHoM Peiino. [TpusHaku
MOBPEXKACHUS  KOXH  (YIUIOTHEHHE  KOXH,
CUMITOMBI KOIIAYhel MacTH, MACKHPOBKA JIAIIA,
CKIIEPOTaKTHIIHIS, KaIbIIU(UKAIISL
(nurmMeHTanms)) SIBJISTFOTCS BAYKHBIMU
JUarHOCTHYECKMMH  TOoukamMH. Bo  Bpems
oOciemoBaHmsl TaKKe CIeAyeT  YYUTHIBATh
CHUMIITOMBI TIOPaXCHUSI BHYTPEHHUX OPraHOB,
Takue Kak oneimka u aucoarus. (ACR) u
KpUTEpUU  KIIacCUUKAIMK,  pa3padoTaHHBIE
sKcriepTaMu EBpoOnencKkod aHTUpEBMATHUYECKOM

accoIaIuu (EULAR) (Tabmuria 1),
ucronb3ytorcs s aumarmoctukd  CCJ [20].
Crnenyer ormeTnth, uto Kputepun ACR-EULAR
HE SIBJISAIOTCS TIOJTHOCTHIO 3HAYMMBIMU Ha PaHHHUX
wm odeHb paHHuX craamax CCJ. PesymbraTs
nccnenoBannss EUSTAR mokazanm, 9T0 cpemnee
BpeMsi MEXAy pa3BUTHEM cHHApoMa PeiliHo u
npyrumu  cumnromamu  CCJl cocrasmsiio 4,8
roxa I OrpaHWdeHHON (HOpMBI 3a00eBaHUI U
1,9 roma mis muddysnoit dopmer [40]. Dto

Ha3bIBACTCSI  «OKHOM  BO3MOXHOCTEW»  AJiA
MIPEIOTBPAIICHNSI TOBPEXKICHUSI BHYTPEHHHUX
OpraHoB U 3aMEJUICHHs] MPOTPECCUPOBAHMUS

3a00J1eBaHus. BO3MOXKHBIA. B 3TOM cMmbIciie ObLTH
pa3paboTaHbl KPUTEPUH pPAaHHEH TUATHOCTHUKH
cuctemuon ckiepogepmuu (VEDOSS; Tabnuia
2) [12]. Ha mnepBoM »JTame IUAarHOCTHKH
PEKOMEHIyeTCs BBISIBUTH OCHOBHBIE CHMIITOMBI
3a00J1eBaHMs (Tak Ha3bIBacMbIC
«HaCTOPaXXHMBAIOLINE MPU3HAKK»), TaKHe Kak
cuHIpoM PelHO W cullbHBIM OTEeK nanbleB. Ha
BTOPOM 3Tare BBIMOIHSAETCS BUACOKATMIIIAPHAS
MHUKPOCKOITUSI OCHOBBI HOTTS M BBISIBIISIOTCS
cnenuuIecKue aHTUTETa (nampumep,
AQHTHUIIEHTPOMEPBI MM TOHOu3oMepasbi-1) [24].
Ha ouenp pannux craguax CCJl HET BHYTpEeHHHUX
noBpexaeHui, Ho Ha paHHuX craauiax CCJl ecTb
NpPU3HAKK  CYOKJIMHUYECKOTO  MOBPEKACHUS,
Takhe KakK dJXoKapauorpadusi, IHACTOIMIECKas
TUCQYHKIMS JIEBOTO JKEIyIOouYKa, HadalbHOe
cHWKeHUE MU (GY3UOHHOW CIIOCOOHOCTH JISTKHX
<80% W [aBlIE€HHE B HIDKHEM IIHINEBOIHOM
chunkrepe <15 mm pr. ymenbmaercs ¢ 0,1 [38].

Tadauua 1. Kpurepuu kinaccupurannu CMCTEMHOH CKJIepoAepMHUH

(ACR-EULAR 2013)

Kputepun BaJuibl
VYTomnmeHne KOXHU TMACTHO-()AJaHTOBBIX CYCTaBOB O0EMX pyK (IOCTAaTOYHBIH
KpUTEPHUH) 9
YToJeHne KOKHU NablEB (TOJBKO OONBIION YKA3aTeIbHBIMH)
CrJIepoJaKTHIIMS BCeX MHalblieB (Ha JAMCTAIBHOM CTOPOHE JIaJJOHHBIX
MeX(allaHTOBBIX CYCTaBOB U MPOKCUMAIIEHO Ha MeX(aIaHTOBBIX CYCTaBaXx) 4
I;10THEII OTEK ITAJIBLIEB
2
Jurutanbaas uiemMus (TOIBKO OOJBIION 6am)
Py6unkn
SI3Buukn 3
2
Jlerounas aprepuanbHas TUIEPTEH3Us W / WM UHTEPCTHIMAIBHOE 3a00JIieBaHUE
JIETKUX 2
TeneanrnosKTa3NN 2
Cneunduyeckue anrurena (ACA, anti-Scl-70, anti-RNA pol 111) 3
®denomen Peiino 3
M3MeHeHuns B BUJICO KaTMIUISIPOCKOITHN 2
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Ecimu oOmmii Oayr 9 wiM BhIIE, CTaBUTCI
JIUaTHO3 CUCTEMHOW CKIIEPOJICPMHUH.

Cnenyer  ormetuth, uto CCJIl  0e3
CKJIEpOJCPMHH  TaKKe TNPUCYTCTBYyeT  0e3
MIPU3HAKOB MOBPEKACHUS KOXH (3aTBEpIeBaHUS
n ¢ubpo3a) Ha paHHUX W TO3THUX CTATUAX
3a0oneBaHus. B 3ToM ciyyae aumarHo3 cTaBUTCS
Ha OCHOBaHMM HalUuusg CHHJpoMma PeiiHo,
MOPAXEHUS TMAaNbIeB PYK, CIEMUPUIECKIX
AQHTHUTENl, WM3MEHEHWH BHICOKAIMUIAPOCKOINH,
MOpaXeHWs  BHYTPeHHHX  opranoB  [17].
3aboneBanue TaKxe JUATHOCTHPYETCS
cuaapomom CREST, 10 ecth kampnudukanueit
KOXH, CcUHIpoMoM PeiiHo, HapymieHUsSMH
MOTOPHKH TIHINEBOJIA, CKJICPOJAKTIIINEH U
TEJIeaHTUIKTa3Me, a Takke OOHapyKeHHEeM
[ICHTPOMEPHBIX aHTHTel. [28]

Cpenu 1ab0paTOPHBIX M WHCTPYMEHTAIBHBIX
WCCIIeIOBaHUH, MIPOBEICHHBIX JUTST
MOJTBEPXKICHNS ~ CUCTEMHOH  CKJIEPOJCPMUH,
Ba)KHBI CIIEYIONINE TIOKA3aTEeIIH:

HaJIM4YKMe aHTHHYKIeapHbIX (aHTH-SCI-70) u
AHTUIECHTPOMEPHBIX aHTUTET;

7] OOHapyXeHHE aHTUTET M AaHTHSIIEPHBIX
¢axropos nmpotus J{HK;

JI0Ka3aTeNECTBO PEBMATOMIHOTO (PaKkTOpa;

Ilpu oOcrnegoBaHUM WUMMYHHOW CHCTEMBI
HaOdronaeTcss craryc nedunuTa ¥ H3MEHEHHS
(b pakiwii IMMYHOTIIOOYTTHHOB.

| IlpeoOpa3oBanme TKaHel B (GUOPO3HBIH
OTPOCTOK W HAaJIMYUE COCYIUCTBIX W3MEHEHWI

KOXXH, CHHOBUAJIBHOH OOOJIOYKH U OHOIICHH
MBIIIILI.
ITomumo crienmuUIecKux TECTOB,

MEPEYHCIICHHBIX BBIIIE, PSAJ] HECTICIUPHUSCKHX
MoKaszaTenell CUCTEMHON CKJIEPOACPMHUH HIPAIOT
BRXHYIO pOJb B JHArHOCTHKE 3a00JeBaHUs
(mucnpoTenHeMusl, 0COOEHHO BBICOKHI ypPOBEHb
G-rnoOynuHa, aHeMusl, JeUKOIEHUS, TOBBIILICHHE
OKI', mnoBbinenue ¢ubpuHorena), u T. .
Baxxapim nabopaTopHbIM KpUTEpHEM
muarHoctukn CCJl  sBisieTcss Hamu4We STHX
AHTHTEJI, HAIpUMEp, aHTUTEN K Torouzomepase |
(artu-Scl-70), aHTHIEHTPOMEPHBIX  AHTHUTEN
(ACA), amturen x pubonykieonporeaze Il
(antu-PHK). III) mccnemoBanusi mokasaiH, 4YTO
6onpmmHcTBO manueHToB ¢ CCJ (n 300)
uMenu aHTusaepHbell gaxrop (83,8%) u antu-
Scl-70 (50,0%), ACA (14,6%), antu-ULRNP
(8,6%). ) BbIICHWIOCH, YTO 3TO IMOPOTrOBOE
sHauenue I (5,5%)[5]. Pasznudanbie anTHTENa
MOTYT OBITh  CBSI3aHBI C  KOHKPETHBIMH
kiuHudeckuMu niposieiieHusivu CCJl (Tabnuma
3), TO3TOMY HUX WHCCICIOBaHKE SBIACTCS HE
TOJIBKO JTMArHOCTHYECCKHM, HO u
MIPOrHOCTHYECKUM).

Tab6auna 3.

Tunsl aHTHTEJ, 00HAPYKMBaeMble IPH CUCTEMHOMH CKJIepPOAepMHH

AyTtoaHTHTe/IA AyToaHTHUTEH

Knnanko-1abopaTopHoe accoCHalnm

anti-Scl-70ACA JTHK Tonomsmepasa

* Inddy3HbIe KOXKHBIC TIOPAKEHHUS, PYOLIBI.
* PerrreHonornueckue npuzHaku Gpudpo3a Jerkux.
BbIcOkasi CMEPTHOCTB

ACA IleHTpOMEpPHBII IPOTEUH * Orto npu curapome CREST.
* Bo3HMKaeT npu orpaHUueHHBIX MOPAKESHUSIX KOXKH.
* OrcyTcTBHE PEHTICHOJIOTHYECKHX IIPH3HAKOB
(hubpo3a nerKux.
* 3aIMIIACT OT CKIEPOJAEPMUIECKOTO KpH3a ITOYEK.
anti-RNA pol 111 Kommieke  mynbTrOenkoBoit | * Tspkenoe muddy3HOe MOBpEkKICHIE KOXKH.
PHK-nonumepassr 111 * Bricokas uyacToTa CKJIEpOIEPMHUYECKOIO KpH3a
MOYEK.
anti-Th/To Maubie HYKJICONIPOTEeHHbI, | *OrpaHMYeHHOE TOBPEKACHHE KOKU
PHK-ITAaza u | *MHTepcTUIHMaIbHbIE TPaBMBI U (HHOPO3 JIETKUX.
MUEITONU/ICBSI3BIBAIONTNN Oenok | ¢ JleroyHas THIepTOHUS
(mRP)
KommnoHeHTHBIN komiutekc | Tsokenoe TeueHue 60ne3HH.
U3-RNP (U3-RNA, | * Iuddysuble mopakeHHs KOKH.
anti-U3RNP/Fibrillarin | ¢bubprmtis u 1p.) * JlerouHasi TMIEPTOHHUS
* Muo3sur
 TpaBMa cepaua
anti-ULRNP Habop xomnonentoB (Ul- | ®dopmupoBanue “overlap” cungpoma
RNP, A, C, B/B, D-G)
anti-PM/Scl Ok30comManbHBI  OenkoBbli | OrpaHNUEHHOE TOBPEXKICHNE KOXKH
xommieke (Pm-Scl-100, Pm- | Iepekpecthbiit cunapom CCJ / momumuosut /
Scl-75) PEBMAaTOMTHOTO apTPUTA
+ Jlerounsrii pudpo3
A\ ¥
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V3meHeHHsT TpU  BHICOKANMMIUIAPOCKOIIHU
UMEIOT OOJbIIOE JMAarHOCTUYECKOE 3HAYCHUE.
ITartuentoB ¢ CCJ| ycinoBHO genmar Ha
CclleTyromme CTaauu: W3MEHEHNS,
0oOHapyKUBacMbIe npu

BUACOKAIMUIUIAPUPOCKOIIMKM  HOTTEBOT'O  JIOXKa:

paHHWE, aKTHBHbIE W To3mHHe. Ha pasHbIX
CTaausIX MOTYT OBITh BBISIBICHBI H3MCHEHHSI
CKJIEPOJICPMHUH, THUTaHTCKHE KaITUIUISIPHI,
KalmUSIPHOE ~ KPOBOTEYEHHUE,  YMCHBIIICHHUC
KOJIMYECTBA  KANMWUIIPOB WM  BBIBICHHUE
0eccocyTUCThIX obacTeH, HapylIeHne
BETBJICHUSI KANWUIAPOB M «Pa3BETBICHHBICY
Karmuwisipsl [15].
3akiaoueHue
Pannss JUArHOCTHKA CHUCTEMHOM

CKJIEPOJIEPMHH - OJIHA U3 CAMBIX CIOXKHBIX 337a4,
CTOSIIMX  nIepel  BpadoM. Benp  paHHAA
JUAarHOCTHKAa JTOTO 3a00JeBaHUsl IMO3BOJISIET
Ha4YuMHAaTh JICHCHUC HAa PAHHUX CTAaAUAX 6OJ'IC3HI/I,
BIIJIOTH a0 IIaTOJIOI'MYCCKHUX W3MEHEHUI
BHYTPEHHHX OpPIaHOB M J0OMBAaTBHCS BBICOKHX
pe3ynbTaToB B JeueHuH. Ha cerogHsmHuil neHb
IpOBEIEHa HENOCTaTOYHas paboTa MO paHHEMY
BBISIBJICHUIO 3TOTI'O 3a6oneBaH1/15{, YTO YKa3bIBacT
Ha HEOOXOAMMOCTH Ooyiee TIIyOOKOTO H3yYeHUS
CHUCTEMHOI'0 CKIIEpO3a.
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