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CucreMmHbIii ckiIepo3 WM cucreMHas ckiepoaepmus (CCIH) —
HMMYHOOIIOCPE/I0OBaHHOE 3a00JieBaHHE COENUHUTEIbHON TKa-
HH, OCHOBHbI€ KJIHHHYECKHE MPOSIBICHHS KOTOPOTO CBSI3aHbI
¢ GUGPO30M KOKH U BHYTPEHHUX OPTaHOB M BACKYJIONATHEMH.
CC/l umeeT BBICOKYIO 3a00J€Ba€MOCTh U CMEPTHOCTh. YIIyu-
HieHHe TOHUMaHUS MATOT€HETHYECKUX MOCTPOEHHI CHCTEMHO-
r0 CKJepo3a, BHe/IpeHHe HOBBIX KJIacCU(PUKAIUOHHBIX KpUTe-
PHEB MO3BOJIWJIO YAYYINIUTh MEHE)KMEHT 3a00JIeBaHus U NPO-
ruo3. Kpome Toro, nosBuimch JokasartejbHble 6a3bl POJIU UM-
MYHOCYIPECCUBHBIX NPENapaToB [yis JeyeHust Gpuéposa KoxKu
u jerkux. IIpemoskeHbl coBpeMeHHbIE MOAXObI K JI€UEHHUIO
HEKOTOPBIX NPOSIBJIEHHUI 9TOTO 3a00JI€BaHUS, TAKUX, KAK CKJIe-
poJiepMHYECKHil TOYEYHBIH KPU3, JIETOYHAs apTepuajbHas TU-
neprensusi, penomen Peiino, AururanbHbie U3bsA3BIEHUS U Ta-
crpoazodareanbblii peduoke. OaHaKO GpeMsi HeJIeTalbHbIX
ocio:xHeHui, acconunpoBaHubix ¢ CC/I, ABagercs 3HaUnUTE b~
HBIM U OKa3bIBAETCS CJIOKHOU 3a/jayeii JUisi paclo3HaBaHUs U
MeHe/’)KMEHTa crelpaaiucramMu. B cratbe paccMOTpeHbI KIMHU-
yeckue ocobennoctd CCJ/I, onucanbl IPaKTHYECKHE MOAXOAbI K
JIEYEHHIO JITAHHOTO 3a60IeBanusl.

JlurepaTypHbiii 0030p NpeNCTaBIEH s CeMEHHbIX Bpaueii ¢
[eJIBIO JYYLIero BBISIBICHUS KJIMHUYECKHX NMPH3HAKOB, Npe.-
BelIAIOUIMX Havaxo 3a0oseBanusi. Paunss auarnocruka CCJI,
KOHTPOJIb 32 JIeUeHHEM, Paclo3HaBaHue 000CTPEHUI U JIeTallb-
HBIX OCJIO’KHEHHI1 BpayaMy IepBOro 3Tana MeJuIlHHCKON oMo~
U MOTYT IIPEIOTBPATUTH WK OTCPOYUTH 3HAYUTEIBHYIO 3200-
JIEBAEMOCTb U CMEPTHOCTb JIAHHOTO 3a00JI€BaHMUs.

Knroueswie cnosa: cucmemnviii CKiepo3, namoezenes, KIaccupuxa-
UUst, KIUHUYCCKUE NPOSABICHUSL, OUAZHOCTUKA, JleYeHue.

O6Lme NoHATHS.

CucteMHas ckiaepopepMust (IIPOrpecCUpPyONNil CHCTEMHBIH
ckiepod — CCJI) — mosoprantoe 3aboJsieBanue, KOTOPoOe TPo-
TeKaeT CTA[UITHO, C XapaKTEePHBIMHU Ba30CIIACTUYECKUME COCYU-
CTBIMH PEAKIIUSMU 10 TUITY CHHAPOMa PeiiHo, o6mTepupyroreii
BACKYJIONATHEl ¢ NIIeMUYECKUMU HapPYIIEHUsSIMH, IPU KOTOPOM
pasBUBAIOTCS  crieluuIecKue ayTOMMMYHHBIE PacCTPONCTBA,
COTIPOBOK/IAIONINECS aKTHBaIMel (hrHOPo3006PA30OBAHUS U W3-
GBITOYHBIM OTJIOKEHUEM KOJIAreHa B TKaHaX [22].

Kimmauyeckue 1 maToreHeTHueckue mposiieHus 3abosiesa-
HUS SIBJISTIOTCST PE3YJIHTATOM TPEX PABJIIMTIHBIX TIPOIECCOB:

1) HapyIeHust BpOKAECHHOTO U IIPUOOPETEHHOTO 3BEHBEB UM-

MYHHOI CHCTEMBI, TPUBOASIINC K aHOMAJIUSM IYMODPAJTh-
HOTO (CHHTE3 ayTOAHTHUTEJ ) M KJIETOUHOTO UMMYHUTETOB;

2) dbubposornposudepaTUBHAT BACKYJIOHATUS COCYI0B MaJIO-

ro xkanubpa;

3) muchynxius GubpobIacTOB, YTO B UTOTE IPUBOAUT K U3-

OBITOYHOMY HAKOTLJIEHUIO KOJIJIAreHA U JPYTUX MaTPHKC-
HBIX KOMIIOHEHTOB B KO’Ke, KDOBEHOCHBIX COCY/IaX 1 BHY-
TpeHHUX opraHax [16].

[Topaskenue cocy10B MUKPOIIUPKYJISSTOPHOTO PycCJia MO THUITY
06TepupyoTIeil MUKPOAHTHOIIATHH BMECTE C MPOTPECCUPYIO-
M (hruGpO30M MPUBOANUT K TSKEBIM BHCIIEPAJIBHBIM W TEPH-
depuueckm posiBienusiv CC/L [5].

PacrnipocrpanenHocts CCJI GoJibiiie y HAIMEHTOB €BPOIIE0-
UJIHOI ¥ MEHbIIIE B MOHTOJIOUIHON HOTTyistiiuii. 3a60J1eBaeMOCTb
CC/J] Bappupyercst ot 10,9 cayuas no 43 caygaes ma 1 000 000
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nacesenust B rog [20]. Kenuguupr 6osieror B 3—7 pas vaiie, 4em
MyskunHbl. Hauano 3abosieBaniist BO3MOXKHO B JIIOOOM BO3PACTe,
HO yarie 3abosieBanue geboTupyer B Bopacte 30—60 ser.

CHCTEMHDBIN CKJIEPO3 — YHUKAJIbHBII TIPOTIECC CPEN PeBMa-
THYEeCKUX 3a00JI€BaHUN, TOCKOJIbKY OH HPECTaBIsieT IpobieMy
MEHE/IPKMEHTa XPOHIMUYECKOI MYJIbTUCUCTEMHOI ayTOMMMYHHO
MTaTOJIOTHH, OTJIMYUTEBbHON 4epPTOH KOTOPON SBJSETCS KIMHU-
YecKas HeOIHOPOAHOCTH noarpymi Gosbhbix ¢ CCJI, pasauya-
JOIUXCS B 3aBUCHMOCTH OT CTENEHN TAKecT! 3a00/eBanus, BO-
BJICUEHMSI TeX WJIU WHBIX OPTaHOB U CUCTEM, IPOrHo3a. Takum 00-
pasom, nanuentsl ¢ CCJ/I umeror obue (MaTorHOMOHUYECKHUE)
NPOSIBJIEHNUSI, KOTOPbIe OObEMHSIOT UX, OJ[HAKO CYIECTBYET BbI-
COKas U3MeHYnBOCTDh Kaunndeckoro tederuss CCIl — ot 106po-
KaueCTBEHHbBIX U OJIArONPUSITHBIX TIPOSBJIEHUIA 10 arpeCCUBHOTO
OBICTPOIIPOrPECCUPYIOIIETO TEYCHH U KU3HEONACHBIX MYJIbTH-
CHCTEMHBIX HOPaKEHU.

CJielyer OTMETHTb, UTO He CYIIECTBYET OOIIUX CXeM JieueHH s,
KOTOpbIE J0Ka3a/Ii, YTO OHU MOANDUIHMPYIOT OOIIUiT <Kype» 3a-
GoJsieBaHusl, XOTsI Tepariusi, HAllpaBJeHHas Ha crernuduueckoe
HOpaKeHMe OPraHoB B PaHHMI IIEPUOJ, IPeAoTBpalaeT neobpa-
THUMBI€ TIOBPEK/IEHNST OPTAHOB M CUCTEM, YJIyUIllas KaKk KaqyeCTBO
JKM3HM HAIUEHTOB, TaK U UX BBIKUBAHMUE,

KnuHuuyeckue popmbi cknepoaepmMmumn

CkiiepojiepMusi mpecTaBisieT coO0N reTeporeHHy o rpyiy
3a60JIeBaHNil, Pa3/leJIEHHYIO Ha JIBE OCHOBHBIE TPYIIIIBI:

* JIOKQJIM30BAHHBIN (0UaroBblil) CKIEpPO3,

* CHCTEMHBIIT CKJIEPO3.

Jlokasm3oBaHHAs CKJIEPOJEPMHEsT cUUTaeTcsl 3a00IeBaHIeM,
KOTOPO€e He YIPOKAeT KU3HU, HO MOKET BBI3BIBATH KOCMETUYE-
ckue pobIIeMbl U Jlaske ypocTBa. JIokaam3oBanHasi CKIepo/ep-
MUST BCTPEUAETCsT B JIMHEHHBIX (hopMax WM B BUe MOP(hEN NI
0YaroBOii CKJIEPOJIEPMIH, OU€Hb PEIKO UMEET CHCTEMHBIE ITPOSIB-
sierns. JledeHueM JIOKaJIbHOI CKJIEPOJIEPMUN U BeJIeHUEM Haliu-
€HTOB 3aHUMAIOTCS, KaK [IPABUJIO, IEPMATOJIOTH.

CucTeMHBII CKIIEPO3, € IPYTOii CTOPOHDI, ABJIACTCSA HaGoJIee
cepbe3HOi GopMoit 6oJIE3HN 1, CJIeI0BATEBLHO, TPpeOyeT paHHeH
nuarnoctuku. Pazmmuaior tpu noarumna CC/L:

* IMMUTHPOBAHHAS KOKHAs (hopma,

» muddysHas KOKHAL,

* 6e3 MopakKeHus KOKHU.

[lubdepenimanbHo IUArHOCTUYECKIE TIPU3HAKU JTTMUTHPO-
BanHoM n xuddysHoii hopm, npeacrasiennbie B Tabu. 1, ocHOBa-
HBI HAa PACTIPOCTPAHEHUH TOPASKEH ST KOKH U PA3JIHYHOM BOBJIE-
YEHUU B IIATOJIOTMYECKUI IPOIIECC OPTAHOB U CUCTEM.

Ozpanuuennas iumumuposannas popma CC/ (JIT-CC/]), paree
nzpectHas kak CREST-cunnpom: xambuunos (C), denomen Peitno
(R), asodbarut (E), ckrnepopaktusmis (S) u tenanrekrasuu (T), xa-
PaKTepU3YeTCsT YTOJIIEHNEM KOKH, OTPAaHITIEHHBIM [ICTATLHBIMI
OT/IeJIaMi KOHEYHOCTEN, JIMIIOM, 1lIeeii U BepXHeil YacThio TPY/HOM
KJIeTKH. VI3HAUaIbHO CUUTANIOCh, UTO 9TO O0JIee I0OPOKAYECTBEHHAS
(bopma 3a00J1eBaHNsE, HO B HACTOSIIIEE BPEMST OOHAPYKEHO MHOXKe-
CTBO YTPOKAIOUIMX [ SKU3HU TIOPAKEHUIT OPTraHOB-MUIIEHeld,
TaKMX, KAK Pa3BUTHE TSKEJBIX 930(haruToB, BBICOKAsT PACIIPOCTPA-
HEHHOCTb JIEroYHOI aprepuasibhoil runeprensun (JIAT), koropas
[IPU OTCYTCTBUU JI€UEHUsI SIBJISIETCSI CMEPTEIbHBIM OCJIOKHEHIEM
B Teuenne 5—10 ser Gonesnn [10]. Kpome Toro, st marueHToB ¢
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Tabrnya 1

OudbthepenumanbHhblii guardo3 numutupoanHoi (JIT-GGH) n andcpy3sHoii hopm cuctemHuoii cknepogepmumn (Q@-CCH)

OpraHbi-

MULLUEHN

YTOonLWeHne KOXn NPONCXOANT Ha NO3AHUX CTaansax
o YTonLeHne KoXu NPoONCXoamnT Ha PaHHUX cTaausax 60/1e3Hu,
6051e3Hu1, OrpaHNYEeHO ANCTaNIbHOWN YaCTbio BEPXHUX I,
. N PacnpOCTPAHSETCS HA MPOKCUMANbHYIO YaCTb KOHEYHOCTEN
KO>XA N HUXKHNX KOHEYHOCTEN, N1ua, LLen v BepXHen 4actun
. 1 TynoBuLLa. TeNaHrmakTa3um n KanbLnHO3 SBASIOTCS
rPyaHON KneTkn. HYacTbiMu MPOSBAEHUAMM SBASIOTCS
No34HUMU NPOSIBNIEHUAMY 6ONE3HN
TENaHrMaKTasnn 1 KanbLMHO3
KKT AncdyHKumsa nuuLeBOaA BCTPEYAETCS Halle, Yem [AncdyHKuMS N1LeBoaa BCTpeyaeTcs peako; bonee
BOBJIEYEHME TOJICTOrO N TOHKOIO KMLLEYHMKA XapakTepHO BOBIEYEHNE TOICTOr0 U TOHKOIO KMLLIEYHMKA
JleroyHbii GnBPO3 BCTpevaeTCcs peako. o
$udp P pea . JNeroyHbin prbpo3 6onee xapakTepeH 1 BbipadkeH
NErKME Bonee xapakTepHa nero4yHas runepTeH3ns pasHom
3HAUYUTENbLHO. JleroyHas rMnepTeH3ns MeHee xapakTepHa
CTeneHu BbIPaXXeHHOCTH
[MoYeyHbIN CKkNepoaepMmMyecKnii Kpnua He o o
MOYKU poaep P [MoyeyHbIl CKNepoaepPMUNYECKNI KPU3 BCTPEYAETCS 4acTo
xapakTepeH
Hanbonee 4yacTo BCTpeyaTcs aHTUTENA K TONOM30Mepase
AHTUTEJIA XapakTepHbl aHTULEHTPOMepHble aHTuTena (ACA) I AHK (Anti-Scl-70), aHtutena k PHK nonumepase Il
(Anti-RNA polymerase), aHTuLeHTpoMepHble aHTuTena (ACA)

JIT-CC]JI xapakTepeH TsKeJIblil IerouHblil hubpos u passutue de-
HOMeHa PeifHo ¢ 06pasoBaHueM JIMTHTATBHBIX SI3B.

Hugppysnas xoxcnas CC/H (ID-CC/l) xapakrepusyercs
GBICTPO TIPOTPECCUPYIONIUM YTOJIIEHUEM KOKH TPOKCUMAIIb-
Hee JIOKTEBBIX M/MJIN KOJEHHBIX cycTaBoB. [Iporpeccupyiomniee
u uddysHoe HopaskeHne KOKI Koppearpyer ¢ 6oJiee BbICOKOi
YaCTOTON MOPaKeHUs] BHYTPEHHUX OPraHoB — ¢ hubPo3oM cepi-
11a 1 JIETKUX, MTOPAKEHNEM TIOYEK U PA3BUTHUEM ITOYEUYHOTO KPH13a,
BO3HUMKAIONIUM B TEUEHUeE TIePBLIX 5 jieT 6ouesmu [28].

XapaKTepVICTVIKa OTAEJIbHbIX KJIMHU4Y€eCKUXx
nposiBJIEHUN

Obuue cumnmomol

YeranocTs n ¢1abocTh MOTYT OBITh TAKKE OHIME U3 CAMBIX
paHHUX U TPeBOKHBIX cumitomoB y naruentos ¢ CC/L [25]. Kpo-
Me Toro, /71 nanuenToB ¢ CC/I xapakTepHa IOTepst Macchl Tea,
00ycJIoBJIEHHAsT MHOTHIME TPUYHHAME: Jrcharieii, OIbIlKoii,
CBS3aHHOI ¢ JlerouHoll aprepuanbhoii runeprensueil (JIATY) win
MHTEPCTULMAIBHBIM 3abosieBanueM jerkux (M3JI), cungpomom
MastbabcopOIn, 60JIBIO M MEXaHHUYECKIM 3aTPYIHEHIEM TIPH
JKeBAHMM M3-32 aHATOMHYECKUX M3MEHEHUil MOJIOCTH pTa, ap-
TPUTOM WJIN OCTEOJIM30M HIDKHEN YeTioCTH MM KaXeKcueil cu-
CTeMHOTO BochaeHust. [laimenTsl ¢ GBICTPO POrpeccupyomieit
nuddysuoit CCJI MoryT GbICTPO TEPATH MBIIICYHYIO MACCy U
BBITJISZIETD NCTOMIEHHBIMI. CIIelyeT OTMEeTHTD, 4TO TTOTePsT Mac-
CBI TeJIa B pesyJibrare 000 U3 IepevncaeHHbIX TPUYIH CBH/IE-
TEJbCTBYET 0 HEeOIArONPUATHOM TIPOTHO3e [25].

Denomen Peiino

®enomen Peitro (DP) (puc. 1) B nogassioniemM GOJIbIIITH-
CTBE CJIYYaeB SBJSETCS MEPBBIM CIEIM(PUICCKIM CHMITOMOM
CC/I, na KOTOPBIN HalMeHThl 0OpaIAOT BHUMAHNE, YTO JeJIaeT
ero HanboJiee IOCTYTHBIM TIPUSHAKOM /ISl PAHHEH JIMarHOCTHKI
storo 3abosesanus [10]. [laHHbIIl cuMIITOM BCTpedatoTes: Gosree
yeM y 95% marmentos ¢ CCJl u siBJsIeTCST TOTEHIIMATBHO OTac-
HBIM CUMIITOMOM, Iiporpeccupysi 10 si3B (y 50% naieHToB) u
raHrpeHe KoHewHocreit [15].

@OP npu CCJ] siBiisieTcst cieICTBIEM CTPYKTYPHBIX U (DYHK-
IIMOHAJIBHBIX COCYAMCTHIX HAPYIICHUIT ¢ BRIpasKeHHOIT Ipomde-
parieil HHTUMBI TUCTAIBHBIX APTEPHH KOHETHOCTEN (IUTHTAID-
ubix aprepuii) [1]. TTammenTsl 9acTo OMUCHIBAIOT GOJIE3HEHHBIE
MOKAJIBIBAHUS B KOHUMKAX ITAJIbI[eB B OTBET Ha XOJIOJ] UM CTPecc
C COIYTCTBYIONINM U3MEHEHNEM 11BeTa OT Oesioro (mobJeiHeHne
M3-3a HEJ0CTaTKa KPOBOOOpAIeHHs ) 0 CUHEro (TUIOKCHs) W,
HaKoHel], 10 kpacHoro (penepdyaust). IIporpeccnposanue Baso-

CHACTUYECKUX HAPYIICHUH NPUBOANUT K PA3BUTHIO NIIEMHIH TKa-
Heli: TTOSIBIISTIOTCST JUINTEIbHO HEe3aKIBAIOIIME SI3BbI HA KOHYMKAX
TANIbIIEB («KPBICHHBIN YKYC» ), B TSPKEJIBIX CITy4asX Pa3BUBAIOTCS
HEKPO3bI KOXKN.

[lnarunos @P nipu CCJ/] cuntaercs BO3MOKHBIM ITPU OO -
TEeJILHOM OTBETe Ha CJIeIyIoIIie BOIPOCHL:

e OTMevaercst Ji HeOObIYHASL YYBCTBUTEBHOCTD TTAJIBIIEB K

X0JIOLy?

* VIsMeHseTcs 71 IBET TATbIEB TI0/] BIMSHIEM X0JI071a?

* CTaHOBSITCS JIM MAJIBIIBI GEJIBIMU UJTH CUHEBATBIMU?

Y MHOTUX NIAIMEHTOB B 0OIIEH TIOMYJISINN BCTPEYACTCS IEPBITY-
ottt AP, mpi KOTOPOM HUKOT/IA He Pa3BUBAIOTCS CHCTEMHbIE 3a0071e-
Banus coequnnrensHoil Tkanu (C3CT). Tem He Menee BropuyHbIit
@P curHanm3npyeT o JexKaliei B ero 0CHOBE BaCKYJIOMATHIL

Cemelinple Bpayn Kak CIIEIHAINCTDI TTEPBUYHOI MEANKO-Ca-
HUTApPHOI IIOMOILU UT'PAIOT HEOTbeMJIeMYIo PoJib B iuddepeniiu-
arnn AP n opranusaryn ahbeKTHBHOTO 06CTIeI0BAHNS MAIIEH-
Ta ¢ npeanosnaraemoii CC/l n HampaBieHNns ero K peBMaToJIOTy.
Jlna nnarnoctuku OP ra pone CCJI He0OGXOANMO TPOBECTH:

a) obcreoBanme ¢ MOMOIIBIO KATMIIISIPOCKOTIIHN HOTTEBOTO
soxe (puc. 3);

b) uccaenoBanist COOTBETCTBYIONIErO TPOGUIIST AHTUTE;

¢) TImarerbHoe hU3NKaIbHOE 06CTeIOBAHNE TSI BBISTBICHHUS
YaCcTO IPOIYCKAEMBIX HAXOIOK, XapaKTEPHBIX PEBMATOJIOTHYE-
CKIM 3260JIeBAHUSIM.

Cremyer oTMeTHTD, 4TO TIpn tiepBraHOM D P kammisipsr 6y-
Iy T BoIrsieTs HopMaabHbIMU. [Ipn CC/L BBIABIIAIOT pa3indHble
AQHOMAJIMN KalWISPOB: 3HAYNTEIBHOE TOMOI€HHOE ¥ HepPaBHO-
MepHOe paciiupenre KanmuaasspoB (>20 MKM), ¢ MUKPOAHEBPH3-
MaMH, MeTaKalmIsIpaMi, ¢ MUKPOTPOMO03aMi U MIKPOTEMOP-
parusiMi, OJHOBPEMEHHO HAOJIONAETCS PEIYyKIMs KalUJISPOB
¢ GOpMIPOBAHNEM YIACTKOM BOOOIIE JIMIIEHHBIX KAMJISIPOB
(aBacKyJIIpHBIE YYACTKU), a TaKKe IPU3HAKN HEOAHTHOTeHe3a —
TIOSIBJICHUE YPE3MEPHO M3BHUTBIX, KYCTOBHU/IHBIX KallUJLISPOB.

@OP npu CC/ cBssan ¢ BazocmazMoM 1 (pubpo30M, KOTOPbIe
MPOBOIUPYIOT TUMOKCUIO OKpy:Kaiomeil tkanu. Tsorenprit OP
MOJKET OBICTPO TPOrPECCUPOBATH B OOJIE3HEHHYIO U WHBAIHIN-
3UPYIONIYI0 UIIEMHIO, KOTOPAsi IPUBOIUT K IUTUTAIBHBIM H3BsI3-
saenuam ([I1) [13]. Sauactyto AU Tpyano noagaercs JeueHUIo
13-32 YTOJIIEHNUS KOKU M KaJbIIMHO3a M MOXKET IIPOTPecCHpo-
BaTh /[0 TAHTPEHBI, OCTEOMUEJUTA U AMITyTAllUK U yCyTyOJIsieTcst
Ba30KOHCTpUKTOpHbIMU 3(pdexramu kypenus. Mndopmuposa-
HIT€e TIAIIHEHTA 0 HEOOXOANMOCTH TIPEKPATIEHIUS KYPEHHsT SBJIS-
eTcs KpaiiHe BaXKHBIM KOMIIOHEHTOM KaK/[0TO BU3WUTA MallleHTa
K ceMelHoMy Bpauy.
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Puc. 1. Mauuent ¢ GG n henomenom PeiiHo. Mo6neaHeHue
nanbues W3-3a He[AOCTATOYHOr0 KPOBOOOpaLLEHNs!

Puc. 2. [lurutanbHbiii HEKPO3 Ha hoHe TAXKENoro HenevyeHHoro
theHomena Peiino y nauventku ¢ CCJ] (choto u3 apxuea aBTopoB)

A

Puc. 3. Kanunnsapockonus HOrTesoro noxa

A — HopMmarbHas KapTMHA Kanunnapos, B — paHHne npruaHaky nokasbiBarT
M3BMAMCTOCTb U Aunatauumto kanunnapos; G — pa3BepHyTas ctagus,
BbINaieHNe Kanunnapos ¢ KPOBOM3NUAHNAMY (60see TeMHble o6nac-

TV B BepXHell yactn); D — no3aHas ctagus, Tsxenoe 3abonesaHue ¢
aBaCKYNAPHLIMM Y4aCTKaMI 1 y4aCTKaMi HEOAHTNOreHesa.

Hopasicenue xoorcu

[MopakeHue KoM, XapaKTePHBIM 00Pa30M MEHSIOIIEE BHEII-
HUH OGJIMK NalrenTa, HabmoaaeTcst y OOMbIIMHCTBA GOJTBHBIX
1 CIYXHUT OJHUM W3 BEIYIINX ANATHOCTHMYECKUX IPU3HAKOB
3aboseBanus. Bosiiedenne KOKU B HATOJOTHYECKUI TIPOIECC
BKJIIOYAET YTOJIIEHUE KOXKU, TeJCAHTMOIKTA3UHU, TUTIO- W /WJIN
TUTIEPITUTMEHTAIIIO M3-3a YTOJIIEHNST KOKI W CBSI3AHHBIX C
Heil BUTHIMTO 1 aTpodun. Tesreanrnoakra3uu — Hauboee 4acTo
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Puc. 4. TeneaHrnoakrasum y naymeHTa ¢ CUCTEMHOIA
cKknepopepmuen

A B

Puc. 5. A — KucetHblii pot y nauuenta ¢ GGJl,
B — ckneponakTunus y nauventa ¢ GG

BcTpevaronieecst koxuoe npossienne JIT-CCJ, npeacrasisaior
cob0oIl pacivpeHHble KAMJIISIPHBIE CKOIIEHUST POMOOBH/IHOM
(hopMBI, KOTOPBIE OOBIYHO JIOKAJIU3YIOTCS HA JIUIE, CJAUBUCTOM
060J109Ke TOJOCTH pTa, Tybax, majbliax U JagoHsaX (puc. 4).
TeneanrnoskTasum 4acTo He 3aMeYaIOTCS BPA4aMH, XOTs OHH 5IB-
JISIOTCST BAOKHBIM JIHAarHOCTUYECKUM IIPU3HAKOM, IIOCKOJIBKY ac-
COIMMPOBAHEI C BAaCKYJIONMATHEN 1 acCOIMUPYIOTCS C Pa3BUTHEM
JIAT u BoBsieuenuem cepja [24].

VYrosienne Kok 00bIYHO Pa3BUBAETCS IOCTIE TIOSIBJIEHMUSI
@DP 1 accoMpoBaHO ¢ BOBJIECUCHUEM BHYTPEHHUX OPTAHOB, 10~
9TOMY KpailHe Ba)KHO HAIIPAaBUTDb IAlleHTa K PEeBMATOJIOTY JI0
Havasia GbICTPOTIPOrPECCUPYIONIETO BOBICYCHUS KOJKI. Y TOJIIIE-
HUIO KOJKI TPEJIIeCTBYeT ee OTeK WJIN PHIXJIBIH B, HAUMHAIO-
muiics quctanbho, a 3ateM mpu JIM-CC/I Bocxopsiiimit mpokcu-
MAaJIbHO 32 IIPEIesIbl JIOKTel u/uiu KoJier [18].

Tunmanble ckIepogepMuYecKrie M3MEHEHH C HperMylie-
CTBEHHOI JIOKaJIM3aluell Ha JIMIe U KUCTSAX IIPOXOJAT CTAAuU
MJIOTHOTO OTEKa, MHAYPAIUN U aTPpoduy; HEPeJKO OHU covyeTa-
TOTCS € COCY/IMCTOH TTaTosIorneil M TpoPIIecKIMI HapyIIeHNs -
MU (M3bsI3BJICHUs, THOUHUKH, lepopMaliis HOTTell, 00JIbICeHUE ).
XapakrepHo Mackoo6pasHoe JUIOo (HATSHYTOCTh KOKU 1 4ACTO
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Puc. 6. MCKT opranos rpyaHoil KNneTku npu cucTeMHoi
cknepopepmun. Quihchy3noe untepeTuLnanbHoe NopaXKeHue nerkux
Ha thoHe yToNLieHNa napeHxuMbl ((hoTo U3 apxuBa aBTOPOB)

OTCYTCTBHE MOPIIIH, OJIHOBPEMEHHO HAGIONACTCS CKYIHAS MU~
MHK2) ¢ KHCETOOOPA3HBIMI MOPIIMHAMI BOKPYT PTa (CHUMIITOM
«KHCeTa», Pa3BUTHE MUKPOCTOMHM), YIUIOTHEHHEM M HaTsKe-
HUEM KOKH, NCTOHYEHHEM KPbIJIBEB HOCA (CHMIITOM <IITHYBETO
KJIIOBA» ), @ TAKXKE CKJIEPOJIAKTUIINS — YIVIOTHEHHE KON KUCTEi
C HApaCTAIONMM OrpaHUYEHNEM BHXKEHUI M Pa3BUTHEM KOH-
TpakTyp (pHc. 5). ITH XapakTepHble MPU3HAKH 3a00JeBAHMST
MO3BOJISTIOT B HEKOTOPBIX cirydasx sarnono3putb CCJl yixke mpu
nepBoM B3rJIsie Ha GoabHoro. Hepeako Habmogaercst anomenus.

Jlst OleHKN BBIPKEHHOCTH KOKHBIX M3MeHeHWil (MHypa-
unn) npu CC/l npumensercs MoANGUINPOBAHHBIN KOXKHBIH cdeT
G.P. Rodnan. Crerenb yIioTHEHUSI KOKU OIPEIEISIIOT Hajiblia-
TOPHO, COOUPAs KOXKY B CKIAAKY B 17-11 aHATOMUYECKNX YIacTKaxX
(411110, TPY/Ib, JKUBOT 1 CHMMETPHYHBIE OT/IE/IbI KOHeyHoCTel) [ 18].

Ilopasicenue cxenemno-moluteuHoli cucmemol

CKeJIeTHO-MBbIIIIeYHbIe [POSIBJIEHUS SIBJISIOTCS OJHUM U3 Ya-
crix 1 pannux npusnakoB CCJI, manndecrupyiomme y 50-65%
GosbHBIX B jiebtoTe 3aboseBanus [11]. TlopakeHue cycraBoB
MOryT OBITb B BHJIE MOJUAPTPAITUI, CKIEPOAEPMUYECKOTO T10-
JMAPTPUUTA € TIPeobIalaHieM IKCCYAATHBHO-TIPoJdepaTns-
HBIX MM GUOPO3HO-MHAYPATHBHLIX U3MEHEHHH, MCEBI0APTPHU-
Ta WJIW nepuapTputa ¢ jgedopmalmeil CycTaBoB M Pa3BUTHEM
KOHTPAKTYP 3a CUET HOPa’KeHUS IePUaPTUKYJISIPHBIX TKaHeH U
CYXOKIITBHO-MBIIIEIHOTO anmmapata. Ha panmux craansax 6omes-
HU [IPEUMYIIIECTBEHHO PA3BUBAETCS MOJHAPTPUT C HOPAKEHNEM
MeJIKHX cycTaBoB KucTH [14]. XapakTepHbIM CUMIITOMOM SIBJISI-
€TCsT CHHOBHUT B COYETAHWN C OTEKOM KOXKHU 1 (GOPMHIpPOBAHUEM
«IaJIBI[EB-COCUCOK», KOHTPAKTYpbl cyxoxunuil. Kpemuramus
CYXOKUJINE sIBJIsIeTCsT OfiHUM 13 panHux npusaakoB CCJ [9].
I[Ipu peHTreHOrpahMuecKOM HCCIIEIOBAHUHT CYCTABOB MOKHO 00-
HApPYKUTh OKOJIOCYCTABHOII OCTEONOPO3 U Cy’KeHHe CYCTaBHBIX
TiesTeil MeJIKMX CyCTaBOB KUCTel 1 JTyue3arnsiCTHOTO cycTaBa. Xa-
paKTepeH OCTeOJIN3 AUCTATBHBIX (DATAHT, KOTOPBIN KIMHUYECKN
[POSBJISIETCS] UX YKOpOUYeHeM U jlehopmaliueii, pa3BuBaionmii-
s BCJIE/ICTBHE COCYIMCTO-TPOMIUECKIX HapyteHuit [9].

Muomnatua npu CCJL kimHIYecKH TposBisAeTcs aTpodueii,
MuaITHel U c1abocThio BCIEACTBUE BocTiaienust, pubposa u He-
kposa. IIpusHaky MHOTIATUH Yale MOXKHO BBIIBHTDH NpU (U3N-
KaJIbHOM 00CJIe/IOBAaHUI, HO OY€Hb HEMHOTHE MAI[EeHThI cO00Ia-
10T O CUMIITOMaX (BO3MOKHO, M3-3a JIPYTUX MO/ABJISIONINX CHM-
ntomoB CC/l). MunonaTtust Takske cBsI3aHa C BOBJIEYEHNEM BHY-
TPEHHHX OPraHOB U TECHO ACCOIMIPOBAHA C MOPAsKEHIEM Cep/Ia
[23]. OreHka MBIIIEYHOIT CHIIBI SIBJISIETCS BasKHBIM aCIIEKTOM 06-
CJIE/IOBAHTIST OTIOPHO-/IBUTATEIBHOTO armapara y 60mpHbx ¢ CC/L

Iopasicenue opeanos dvixanus

JKasnob6a na oxpiiky y namuenta ¢ CCJI — Beeria HacTopaKu-
BAIOIIUI IIPUBHAK, TIOCKOJIBKY MOKET ObITh IIPOSIBJICHUEM HOTEH-
[MAJIBHO OTIACHOTO ISl JKU3HY CEPAEYHO-JIETOYHOTO OPAsKEHUSL.
W 3JT u JIAT sBaistiorest Hanbosiee paciipoCTpaHEHHBIMU U J[BY MsT
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naubosee onacubivu ocaoxuenusimu CCJI. B nacrosiee Bpemst
N3JI u cnenyromas 3a wuM JIAT SBASIOTCS OCHOBHOI MTPUYH-
Holi cmeptn y manmenTos ¢ CC/L B ¢BA31 ¢ pasBUTHEM TSKETIOH
cepzieuHo-j1erounoi nepocrarounoctu [7]. JIAI mpu sTom vacto
npoTekaeT GeCCUMITOMHO Ha paHHUX crajusx. O6ss3aTebHbIi
HavaJIbHBIN CKPUHUHT C MOCJTeAYIOMIel OIIeHKOI B IMHAMIKE Ba-
ket ipu CC/L: HeoOX0AMMO TIPOBeJIeHIEe UCCHIeI0BaHNsT (DYHK-
1M1 BHEUIHETO IbIXaHUs ¢ OIleHKOH (hopcrpOoBaHHON KU3HEHHOM
€MKOCTH, 001IIeiT EMKOCTH JIETKUX, XapaKTePHO HapyIeHne (hyHK-
MU BHEIITHETO [[BIXaHUS 110 PECTPUKTUBHOMY THUILY C YMeEHbIIIe-
HUEM JKU3HEHHOI eMKOCTH JIerKuX U 1 Hy3MOHHOMN CIIocOGHO-
CTH JieTKuX 110 MoHookcuay yriaepogaa (DLCO); Busyanusarus
OPraHoB TPYAHON KJIETKU U dXoKapauorpapus. Msmenenns na
9XOKap/INOrpaMMe, BKITI0Uast CUCTOIMYECKOE JIABJICHIIE B TIPABOM
sKestyiouke >40 MM PT.CT., CKOPOCTH TPUKYCINIAJIBHOH peryp-
rutaryn >2,8 M/c, yBeJIM4eHUs] Pa3MePOB ITPABOTO MPEACEPAUSs
53 MM ¥ IIPABOTO JKeIyI0YKa >35 MM yKa3biBaeT Ha Pa3BUTHE Y
nanuenTa JIAT u gBsioTcst NOKa3aHUSMU K TIPOBEJIEHIIO UCCIe-
JIOBAHMS € KaTeTepusalueil npaBbix ot/aesoB cepiia [11].

MN3JI npu CCJl xapakrepusyercsi cOueTaHHEM IPOIECCOB
Bocnasienust v Ghrbposza. BocnammurebHbIiT MPoIlece B aibBeosax
npu CCJI compoBoskiaercst upeaMepHoii rposndeparumeii ¢u-
6p006JIaCTOB, IPUBO/ISL K PA3PACTAHUIO COEJMHUTETBHOI TKAHY B
Me’KaIbBEOJIPHBIX IIEPErOPO/IKAX, CTEHKAX COCY/IOB, IIEPUBACKY -
JIIPHO, IEPUOPOHXHUATIBHO, TPEMMYIIECTBEHHO CYOIIEBPATIBHO 1
B GazabHBIX oT/lesiax Jerkux [26]. Hanbosee mHbOPMaTHBHBIM
metogoM Bepuduxanun W3JI gapiagerca MyJbTHCIHIPAIbHAS
komrbioTepHas rtomorpadus (MCKT) opranos rpy1Hoil KIeTKu.

OCHOBHbBIE PEHTTEHOJIOTHYECKHE TIPU3HAKK (HHOPO3UPYIO-
11ero Ipotecca B Jlerkux [21]:

1) peTukynsipHbIE M3MEHEHWS — YIJIOTHEHWE W YTOJIIEHIE
MHTEPCTUIIN, TPOsIBIeHNsT Gr6GPo3a mapeHXMMbI JIETKHX;

2) CUMIITOM «MATOBOTO CTEKJIa» — YIUIOTHEHUE MapeHXIUMbI
6e3 HapylleHUsT apXUTEKTOHUKH JIETOUHOW TKaHu, B GOJIbIIEH
CTEIeHN XapaKTepu3yeT BOCTIATUTEIbHDIE PEaKIINY;

3) CUMIITOM <COTOBOTO JIETKOTO» — CTPYKTYPHAsI TIEPECTPOIIKA,
KOTOpas yKa3bIBaeT Ha TTIOTePIO (DYHKIMOHATILHO AKTHBHOI JIETOYHOI
TKAHU ¥ IBJISIETCS TT03/IHel cTajueii (puOpO3UpYIOIIEro MpoLecca.

IIpu M 3J1, acconuupoBannbim ¢ CCJI, BcTpeuaercst mpenumy-
IECTBEHHO CUMMETPHYHOE MOPAKEHIE, KOTOPOE Y OOJBITMHCTBA
HAIUEHTOB HAYMHAETCsE ¢ GasaibHbIX 0T/1e0B (puc. 6).

Ilopascenue cepoua

IIpu CC/l nopaskenne MuoKap/ia 3aHUMAET BELyIIee MECTO Cpe-
/I BUCIEPATBHBIX MPH3HAKOB CKJIEPOJIEPMUN KAK TI0 YacTOTe, TaK
1 TI0 3HAUNMOCTH. B 0CHOBe Kap/iiasibHOI TTaToJIOTNH JIesKaT CBOM-
CTBeHHbBIE 3a00JIEBAHHUIO TTPOIECCHI (HHOPO3UPOBAHIS], OPAKEHNST
MEJIKHX COCY/IOB M HapyIIeHNs] MUKPOIUPKYJIAINHY, HPUBOJSIIIE
K PasBUTHIO MIIEMIH ¥ HEKOPOHAPOTEHHOTO Kapnockieposa. [lo-
paxenue cepaua npu CCJl BoYaeT KapJuT, BBIIOT B IIePUKape
1 TaMIoHay, (hrbpo3 MIOKap/ia ¢ Pa3BUTHEM AHACTOJITIECKOMN [IC-
(yHKIIMN, apUTMHUIO 1 JTIeTouHyTo rutieprensuio. Cepiieunast HesiocTa-
TOYHOCTD, HE CBSI3AHHAS C MIIEMUYECKOI GOIE3HBIO CEPIIIA HITH Pe-
CTPUKTUBHO# KapIMOMUoIarreii, TpeGyeT pHCTaTbHOTO BHUMAHTST
y narrenToB ¢ CC/L [ 14]. ITopaskenne KrarmanHOTO SHI0KAP/A MOJKET
[PUBECTH K 00PA30BAHUIO CKIIEPOIEPMITYCCKOTO, YAIIE MUTPAIBHOTO,
riopoka cepza. TiarerbHoe 1 peryJisipHoe 06CIeI0BaHIE CEPIETHO-
COCY/IUCTOM CUCTEMBI, BKJII0Yast (husukasbroe obesenosanve, IKT n
HXOKAPIMOTPAMMY, JIOJKHO OBITH YaCTBIO KOMILIEKCHOMN OICHKH TI0-
TEHINATBHBIX CePAETHBIX CUMITTOMOB y mareHToB ¢ CC/I.

Bosneuenue nouex

IMopaxkenmne movek BoisiBisiercst y 10—-20% marenTos u Ba-
PBUPYET OT OCTPBIX (haTaTbHBIX HOPM /10 XPOHUUYECKIX, CYOKIII-
Hudecknx. Ocrpas HedponaTist (MCTUHHAS CKIEPOIePMITYECKast
MoYKa, cKIepoiepmudeckuii moueunsiii kpus — CIIK) asiasercs
IPO3HBIM M JIOCTATOYHO YacThiM ocsoxkHenuem teuenns CC/I.
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Yarme Bcero ou Bo3umkaet Ha panuux craausx [D-CCl, co-
MIPOBO’K/IAETCS PE3KUM HOBBIIIEHNEM apTepPHAIbHOTO JIaBJICHNUS
C pa3BUTHEM 3JI0KAUeCTBEHHOI apTepualbHOIN TMIEePTeH3Nn 1
MOCJIE/IYIOIIMM OCTPBIM TTOBPEK/[eHNEM [OYeK.

CIIK xapaxrepusyercst GYPHBIM Pa3BUTIEM TTOYEYHOIT Heo-
CTaTOYHOCTH BCJIE/ICTBHE TeHepPaI30BAaHHOTO MOPasKeHHs apTe-
PHOJI M JIPYTUX COCY/IOB II0Y€K, BO3HUKHOBEHNEM MHOKECTBEH-
HBIX KOPTUKAJIBHBIX HEKPO30B. KIIMHIUEeCKH BHE3AITHO BBIABIISIOT
HapacTaroNLyIo TPOTeNMHYPUIO, N3MEHEHNS B 0CaIKe MOYH, OJIUTO-
YPHIO B coueTanuu ¢ peakuM nosbiirenneM AJl. Oxnaxo y 10% ma-
IIMEHTOB HAOJIIOIAETCST TaK Ha3biBaeMas HOPMOTEH3UBHasT (hopMa
CKII ¢ HOpMaTbHBIMU M He3HAYNTETHLHO TIOBBITIEeHHBIMHI TTOKa-
3aressimu AJl. Jlo aTana paHHero BbIABIEHUS U HEME/JIEHHOTO Jie-
wermst CIIK nHTHOMTOpaMI aHTHOTEH3MHITPEBPAIIAIONTETo (hep-
menta (MAIID) cMepTHOCTD OT 9TOTO COCTOSIHUST TIPEBOCXO/IHIA
cmeptrOocTb 0T U3J1 n JIAT y narenros ¢ CC/L [27].

[TIOKOKOPTHKOCTEPOHBI, OOBITHO HCTIOMb3YEMbIE [IIST JIede-
nus cumnromoB apyrux C3CT, umeror orpannyennyio agdex-
tustoctsb ipu CCJI 1 ciocobersyior BosuukHoseruio CITK. Kpo-
Me TOTO, AIHEeHTBI C TTI0JIOKUTeTbHBIMI THTpaMu anTuTes K PHK
nosmmMepase 111 1 ¢ pannum and@ysHpiM CHCTEMHBIM CKIEPO30M
HaXO/ATCs B rpyie Bbicokoro prcka passurus CIIK. Peryssip-
HBIH KOHTPOJb apTepPUATBHOTO JABJICHNS M OOIINX aHATH30B
MOYH ABJISIOTCS KII0UeBBIMU TouKamu pantero Boiasienus CIIK.

CC/l-acconMpoBaHHBIMU MOPAKEHIAMI MOYEK SIBJISIOTCS
TakyKe MHTEPCTUINATBHBIN HehpuT, rinomepyaonedpur, AHITA-
ACCOLMMPOBAHHBII [TOYEUHBII BACKYJIUT, XPOHUYECKAs HOYed-
Hast BACKYJIONATHS U TIOYEYHbIN APEHXUMATO3HBIN (hubpos [2].

Hopascenue scenydouno-kumeunozo mpaxma

[Mopaskenue xemymouno-kuirednoro Tpakta (FKKT) snsercs
oMM 13 Haubosiee pacripoctpatennbix nposisienuii CC/I, 3ma-
YUTEJIBHO CHOCOOCTBYIONUMM 3a00J1€BAEMOCTH U CMEPTHOCTH TIPH
CC/I, TpebyIoIyM MaJTHaTHBHBIX BMEIIATEbCTE W 3HAYUTEIHHO
CIIOCOGCTBYIOIIMM CHUKEHUIO KauecTBa JKU3HK. B matosornyeckuii
nporiece MokeT BobJiekathest obast yactb JKKT ¢ takumu yacThiMu
TMIPOSIBIICHUSIMH, KaK 00J1b, TOIHOTA, UCTOIECHIE, HEIEPEHOCHMOCTh
TIHIILH, JINapest, aTOHVsST KUIIIeYHIKa 1 Hejiepskamve Kasa. [Topaskerne
MIUIIEBO/IA U KUIIEYHUKA UMEIOT YeTKO OUEPUYEHHYIO KIIMHIYECKYIO
KapTHHY ¥ TI0 CBOEH MarHOCTIYECKOI TIeHHOCTH BBIXO/AT Ha Iep-
BBII IIJIaH CPe/IU IPYTUX BUCHepalIbHbIX nposiiennit CC/L

HauGosee yacro B narosorndeckuii miporiece mpu CCJT BoBeka-
€TCs THIIEBOJL, pactipocTpatertocTs coctasiisier 90% [8]. Topakenue
TIUIIEBO/IA MOJKET ITPOSIBIIATHCS CUMITTOMAMU Jincdariu, oauHogarum,
M3KOTH, PEryPruTariiu, 60JIbI0 3a TPYIMHOM, XPOHUUYECKIM KallljieM
u oxpurimm TosiocoM [8]. Tactpoasodareansabrii pedumoke (I'DP)
SIBJISIETCS OJTHUM M3 HAanGOJIee PACTIPOCTPAHEHHBIX PAHHNX KJIMHH-
yeckux nposipriennii opaskenust KKT mpu CC/L. ['DP u aucdarus
00yCJIOBIJIEHBI HAPYIIIEHHEM MOTOPHOM (DyHKITNI MUTIEBOIA, 3a/IEPK-
KU OTOPOYKHEHHST JKeJTY/IKA, CTPYKTYPHBIME H (DYHKITOHATBHBIMU
M3MEHCHUSIMU B TIMIIEBO/IE, BKITIOYAsT CHIKEHUE JIABJICHUST HIKHETO
TIMITIEBO/THOTO CPUHKTEPA, HAIMYHS TPBIKH ITHIIIEBOTHOTO OTBEPCTHS
JmadparMbl, CHIZKEHUEM WK OTCYTCTBHEM TIEPUCTAIBTHKI U CYXOCTH
cam3uCToit 06osoukH [14]. JIunararmio MOKHO YBUIIET BOJb BCETO
TIHTIEBO/IA, HANOOJTEEe JIOCTYITHBIM METOJIOM HCCJIEJIOBAHMUST SIBJISIETCST
PEHreHOKOHTPACTHOE UCCJIeIOBAHNE TTHIIeBozia (PUC. 7).

[Tpogsrernsavu mopaskenns keyaka npu CCJ saBasoTcs
racTporapes M SKeJy/l0uHasi aHTPaJIbHAsl COCY/NCTAs IKTa3mst
(Gastric antral vascular ectasia — GAVE), kotopbie (hopMUpyIoT-
¢S B pe3yJibTaTe HEBPOIATHYECKOTO TIOPAKEHUS 1 BACKYJIOMATHH
coorBercTBeHHO. GAVE MokeT ManudecTrpoBath Kak jkejesoe-
dunuTHAsS aHEMUS BCJEICTBIE XPOHUYECKOH KPOBOIIOTEPHU WU
KaK HEOTJIO)KHOE COCTOSTHUE B PE3YJIbTaTe OCTPOTO KPOBOTEUCHIS
[6]. [Tpu poBenenun sunockonun GAVE mpencrasien B Buje
HECKOJIBKUX TMapaJIJIeIbHBIX MPOJOJIBHBIX CTOJIOUKOB PaCIIMpe-
HUSI KalWJLISIPOB CJIUBKUCTOI 060JI0YKY TIPENMIOPUYHOTO OT/IeIa
JKEJTyJIKA U JIAI0T XapaKTepHbiil BUJ «apOysa» (puc. 8).
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Puc. 7. PEHTreHOKOHTPACTHOE UCCNe0BaHne N1ILeBoAa
y naumenta ¢ CC/]. lunarauyus nuwesona

ToHKUIT KUIIEYHUK SBIJISIETCS] BTOPBIM 110 YacTOTE BOBJICYE-
nus opranom JKKT npu CC/I, a aBenaanaTuiepcTias KUIIKa
sIBJISIETCST HAaOO0JIee YacTo MOPAKEHHBIM YYaCTKOM TOHKOW KHUIII-
Ku ¢ pacrpoctpanernocTbio 60—-88% [10]. Bosee 65% 60bHbIX
¢ CC/I ¢ mopaskenneM TOHKO# KUIIKN OCTAIOTCST O€CCHUMITTOMHBI-
MU JuInTesbHOe BpeMs [8], HO BIOCJIEACTBUH IIPUCOCAUHAIOTCS
KJIWHIYECKUE MPU3HAKYA MaibabcopOIiu, TIOTEPsT MacChl TeJa,
cTeaTopen, BUTAMUHHAS U MUTIeBas HezocTaTouHocTh. [lopake-
nue toukoil kumku npu CCJL Takke MOXKET IIPOSBIATBCSA KAk
XPOHUYECKAsT KUIIEUHAs MCEBA0OOCTPYKINS, KHCTO3HBII THEB-
MaT03 KHIIEYHNKA ¥ CHHAPOM M30BITOYHOrO GaKTEPHATHLHOTO
pocra (CHBP) B Tonkoii kumike [19].

BogisieueHue ToscToro Kuieunnka Habogaercs 'y 20—50%
narertoB ¢ CCJI. HecMoTpst Ha TO 9TO OOJIBITMHCTBO MAI[EH-
TOB SIBJISIOTCS GECCUMIITOMHBIMMU, TIPU JTUTENBHOM aHAMHE3€e
OHU UMEIOT G0JIee TSKETbIE U CEPHE3HbBIE CHMITTOMBI TIOPAYKEHIST
ATUX OT/EJOB KUIIEYHNKA, TAKNe, KaK juapes, 3a10p ¥ CHIKe-
HUEe TaCTPOKOJUTUYHOTO pedIriokca, IMBEPTUKYJIE3 BCJICACTBIE

Puc. 8. Cnusuncras 0605104Ka XXenyaka npu npoeAeHUU
®IrAC y naynenta ¢ CG/l. MHoXecTBEHHbIE TE/IeaHrNOIKTa3UM
1 QUnarayus cocyaoB, KoTopbie hopMUpYIOT KapTUHY
«ap6y3onono6Horo» Xxenyaka
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Tabnnya 2

AyToaHTuTena, reHeTUyeckue MapKepbl U KIMHUYECKas KapTUHA CUCTEMHON CKiiepoaepMum

AyToaHTUTEnNa HLA
AHTUTONON30MEpPA3HbIE aHTUTENA

(k Tononsomepasze-1) Anti-Scl-70

DR5 (DR11), DR3/DRw52, DQ7

KnuHuyeckue oco6eHHOCTU

Onodysnas CCLO, dnbpos nerkmx,
OblCTpOnporpeccupytollee TeveHne 601e3Hn

AHTULEHTPpOMEPHbIEe aHTuTena (ACA)

DR1, DR11, DR4, DQBH1

NumuTtnposanHas CCL, nerovyHas runepTeHsus,
MeaJIeHHO NPOrpeccupyloLLee Te4eHne

AHTmnonmmepasHue aHTuTEeENna

MepekpecTHbIn cuHapom — Overlap CCL-

Anti-PM-Scl DR3/DRw52 [AEPMATOMMO3NT/NOIMMNO3UT, MOAOCTPOE TEYEHNE
Anti-U1-RNP DR1, DQB1 MepekpecTHbIn cuHapom — Overlap, meaneHHo
nporpeccupyioLLiee TeyeHne
Anti-U3-RNP OndodysHas CCL, 6bicTpo nporpeccupyolee
R DQB1
Anti-Fibrillarin TeyeHue
AHTuTena k RNA Polymerase I, 11,111 DQB1 OndodysHaa CCA, neroyHas runeptensus, CrK

aTpoduu TITaKOI MyCKY/IaTyPbI CTEHKU KUIIETHNKA, ANTATAINT
KUIIKY 1 toTepu raycrpanuu [19].

V¥ 50-70% naientos ¢ CCJ] MOKHO OGHAPYKUTH aHOPEK-
TaJbHBIE CUMIITOMBI. B GOJIBITIMHCTBE CIYYAEB B MATOJIOTNYECKHUIT
IIpollecC BOBJIEKAETCSl BHYTPEHHUIN aHaIbHBINA CHUHKTEP, 4TO
MPUBOJIMT K TAKUM CHMIITOMAM, KaK HeJepsKaHue Kaja, 3armop u
peKTabHbIi mpoJarc [19].

Hegponozuueckue u ncuxuueckue CUMRMOMbL

Hesposiorndeckast CHMIITOMATHKA TAKKe 00YCIIOBJIEHA COCY/IH-
cThIMU 1 (GUOPOSHBIME U3MEHEHUAME COOTBETCTBYIONNX TKAHEH 1
opranoB. [losmHeBpuTHYeCKIiT CHHAPOM MOJKET ObITD cBsi3an ¢ DP
WM NEPBUYHBIM MOpaskeHneM meprdeprdecknx HepsoB. Y 10%
GOJIBHBIX MOKET BO3HUKHYTH TPUTEMUHAJILHASI CEHCOPHAST HEBPO-
TIATHsI, TPOSIBIIAIONIASICS OfHO- WM JBYXCTOPOHHHM OHEMEHUEM
JIUTIA, HHOT/IA B COYETAHNH ¢ GOJIBIO M TAPECTE3NSIMIL Y MAllHeHTOB
¢ ID-CC/I gacTo pa3zBUBAETCS] CUHIPOM 3aTISICTHOTO KaHaa.

B nocsieniee iecsITieTrE B INTEPATYPE TTOSBIIINACD TMyOIH-
Kal[iy, IOCBAIICHHbIE H3YYCHUIO IICUXUYECKUX PACCTPONCTB
y nanuenTos ¢ CC/I. ¥V 6O/bIIMHCTBA NAIMEHTOB OTMEYaeTCst
TICHXOTIATOJIOTYeCKast CHMITOMAaTHKA B BUJe TPEBOTH, Jempec-
cr, 00CecCHBHO-KOMITYJIbCHBHBIX PACCTPONCTB, CKIOHHOCTDH K
comarusanuu. Heckosbko peske BCTpeYaoTCsl KOTHUTHBHBIE Ha-
PYIIEHUS U MICUXOTHYecKask CUMIITOMATHKA, OJTHAKO UX PacIpo-
CTPAaHEHHOCTD BBIIIE, YeM Y 3/[0POBBIX JIOJEH.

Cneunduyeckne MMMyHoIOrmyeckmne
mapkepbl CCL,

Posb anrturen (AT) B marorenese u npornose CC/L octaercs
HEJIOCTATOYHO SICHOI, XOTsI aHTUTeEJIa, 110 KPaitHeil Mepe, K OJTHOMY
13 HECKOJIBKHX aHTHUTEHOB MOTYT OBITh OGHApy:KeHs! y 6omee 90%
narentos ¢ CC/L [29]. Ilpucytcrsue onpenenennbix AT cBazano
C IOpaskeHUEM OTPeIeIeHHBIX OPraHOB-MHUITICHEI 1 PACTpoCTpaHe-
HIEM MaTOJIOTHYeCKOro mporecca. Hanboee pacpocTpaHeHHBIMIT
u BakubiMu AT, ciernmunbivu i CCJL, saBiistioTest akeTparupy-
eMblii agepublii anturen Scl-70 (anrureso k Tonousomepase-I), ar-
tureaTpoMepibie antuTesa (ACA) n antutesna k PHK mosmmvepase
I (antu-RNA polymerase). Autu-Scl-70 u anti-RNA polymerase
[II sBnsercs BoicokocnermdmanabM st CC/, accormupyembie ¢
TSIKEJIBIM TedeH eM 3a00JIeBaHNsl, TIITIOXIM [IPOTHO30M, KOPPEJIUpy-
et ¢ ObICTPO TIporpeccupyromuM Angy3HbIM TTOPAKEHIEM KOKU 1
6oJiee pacIpoOCTPaHEHHBIM MOPAKEHIE OPraHoB, B yacTHOCTH V13T
[31]. AuTHIIEHTPOMEpPHDBIE aHTHUTEIA KOPPETUPYIOT € MPOSBICHIEM
OTPAHUYEHHOTO TIOPAKEHUST KOKU U ACCOIMUPYIOTCS € BBICOKMM
PVICKOM Pa3BUTHS COCYAMCTBIX OCTIOKHEHNH, Takmx, Kak JIAT [31].
B Tabu1. 2 npeacraBieHbl KIMHUYECKHE U MIMMYHOJOTHYECKIE KOP-
pessiin y G6osbrbix CCJI.

Ha puc. 9 mpocyMMUPOBaHBI CTPATET NN NCCIEIOBAHUIT TTAITN-
entoB ¢ CC/l B 3aBUCHMOCTH OT TPEATIONIATAEMOTO MTOPAKEHUS
CUCTEM OPTaHOB.
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AunarHocTuka

YuuTpiBas HEOJHOPOAHOCTh KJIMHUYECKUX CHUMIITOMOB U
NPU3HAKOB, reTeporenHoctsb aeborHbix Gopm CCJI, AMepukan-
CKas KOJIJIETHsl peBMaToJIoroB u EBporefickas mpoTuBOpeBMa-
tuueckas jra (ACR/EULAR) coBmecTHO paspaboTajii HOBbIE
kaaccuburaiponuie kpurepun CC/L (Tabir. 3), KOTOpbIe M03BO-
JIFIOT YCTAHABJIMBATH JOCTOBEPHbIII MarHo3 Ha JioOoii cTajun
3a60JIeBaHS, IaXKe B CIIydae OTCYTCTBUS yIIOTHeHUs Koxku [30].

[TatmenTpl, «<Habupaiomiie» B cymme 9 u Gosiee GasioB, KIaccu-
urpyrorest kak nmerone gocrosepuyio (definite) CC/L Yyscrsu-
TeJIbHOCTD KpuTepres coctaBuiia 91%, criermdudanocts — 92%.

JleyeHune

TTamuentsl ¢ CCJT 10/KHBL GbITh HATIPABJIEHBI K PEBMATOJIO-
Ty Ui Ha3HAYeHUs MaTOTEHETHYECKOro JieueHns. PacrosHasa-
HHe€ U JiledeHre cuMinToMoB 1 ocsioxkuenuit CCJI tpebyior crieru-
AIMBUPOBAHHON 9KCIIEPTU3bI U ¢ GOJIBIION BEPOSITHOCTHIO YJIyU-
AT pe3yabTathl Jedenus. C APyroit CTOPOHBI, PEBMATOJIOT,
VMETOIINN OTIBIT JIEIEHUS CJIOKHBIX T€TEPOTeHHbIX MPOSIBJIEHUIN
CC/I, pabotast COBMECTHO ¢ CEMEHBIM BPAYOM JIAHHOTO TAI1eH-
Ta, 00ECTIeUUT ONTUMAJIBHYIO U KOMILIEKCHYIO HOMOIIb I[P 9TOM
CJIOKHOM M MHOTOTPaHHOM 3a00JI€BaHNN.

Jleuenne CCJI 06bluHO TpebyeT Kak CHCTEMHOTO, Tak U (as3u-
PYIOIIETOCST Ha TTOBPEKIEHUI OPraHOB-MuUIIeHel moaxoaax. Cytie-
CTBYIOT BBICOKOI(D(EKTUBHBIE CHCTEMHBIE METOJbI JIEUEHHsI [TPU
CC/l, Ha TepameBTHYECKYIO YYBCTBUTEIBHOCTb KOTOPBIX MOKET
BJIISITH HECBOEBPEMEHHOE YCTAHOBJIEHVE MATHO3a, YTO OTSITh-Ta-
K TIO/[YEPKUBAET HEOOXOAMMOCTb PaHHel IMarHOCTUKH U TIPEsKIe
BCETO CEMEITHBIM BPAYOM — BPAUOM IIEPBOTO KOHTAKTA C MAIEHTOM.

Cucremnoe (6asucnoe, Oosestb-MoauduUIMpyoliee) Jie-
YeHUe B HACTOSIIEe BPEMSI BKJIIOUAET UCIOJb30BAHUE MMMYHO-
JIETIPECCAHTOB, MO BO3MOKHOCTH H30€rast TIIIOKOKOPTHKOW/IOB
(I'K), tak xak nocienuue moryt cupoBotuposars CIIK. [{ukiio-
docdamun, mukodenonaTa MOQETUI, METOTPEKCAT, TUAPOKCUX-
JIODOXHH, PUTYKCHUMA0, TOIMIN3yMad, MaTHHUG U TPAaHCILIAH-
TaIVsT CTBOJIOBBIX KJIETOK B HACTOSIIIIEE BPEMsI UCITOIBb3YIOTCS B
KJIMHUYECKUX YCJIOBUSX I HA CTAINH MCCIIEIOBAHUS [T Jieye-
nug M 3J1, akrusnoro muokapanta, mepukapaurta npu CCJI [17].
HekoTopbie areHTbl, TPAIUIIMOHHO UCTIOJIb3yeMbIe TIPH PEBMATO-
WTHOM apTpuTe, TaKue, KAK METOTPEKCAT ¥ THAPOKCUXJIOPOXUH,
acdexTrBHBI Ipn apTpuTe U MopakeHn# Koxku npu CC/L [3].

JIAT, nururanbHble S3BbI, O0cTe0 U3, Kaabiuuos u MP as-
JstioTest cocyaucTeiMu ocoskaenmsivn CCJL, siedenne KOTOPBIX
Gazupyercst Ha NpUMeHEHNU 0JIOKATOPOB KaJIbIMEBbIX KaHAJIOB
juuresibHoro peiictsust, TATID, unruburopos docdoauacre-
pasbi-5 (D/]D), aroHNCTOB PEIENTOPOB IHAOTEJIMHA 1 TPOCTa-
MUKJIMHAMU 1O OTAEJBHOCTH WU B KOMOMHAIINH, TOIMYECKUX
HUTPOJIMIEPUHA U JIMAOKAMHA, TUTUTATbHO OJI0Ka/Ibl HEPBOB 1
MOJTHOTO Tipekparierust Kyperus [1]. Takske manmeHTamMm He0OX0-
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Tabnnya 3
Knaccudimkaumonnbie kpurepuu AGR/EULAR (2013) cucremHoii cknepoaepmum
MapameTpbl BapuaHTbl npu3HakoB Bannbi
1. YNnoTHeHMe 1 yToNLEeHNE KOXN 06enx pyK Bbille NACTHO-danaHroseix cyctaBos (MdC) 9
2. YNNOoTHEHWE 1 YTOJILLEHNE KOXM NaJibLLEB Orex naneues 2
' yronu . Manbupl anctansHee MN$C 4
$A3BOYKM 2
3. QurutanbHas nwemums
Py64nkun 3
4. TeneaHrnakrasmm 2
5. Kanunnspockonnyeckme NsMeHeHns 2
6. JleroyHas apTepuanbHas runepTeH3ns /UM MHTEPCTULMAIbHOE NOPaXEHNE NEerknx 2
7.®PeHomeH PeitHo 3
8. CneundnyHble ayToaHTuTena (aHtn-Scl-70, aHTnueHTpomepHblie, kK RNA-nonumepase i) 3

JIIMO PACCKa3bIBATD O MPOMUIAKTUYECKUX CTPATETUAX, KOTOPbIE
COXPAHSIOT TEILIO, MCII0JIb30BaHME IIEPYATOK U TPEJIOK /I PYK.
SI3Bet mprr CC/L Tpe6y1oT akTHBHOIT OIIEHKH CO CTOPOHBI KOMAH-
ZbI CITEIIMAJINCTOB 110 YXO/y 33 PaHaMK Hapsily ¢ yCTpaHeHHeM
HEKPOTHYECKNX WM NH(EKINOHHBIX TIOPasKeHUI, a TakxkKe y/a-
JIEHUeM CTPYTIOB JIJIs BBISIBJIEH ST I [TPEIOTBPATIEH IS MH(EKITHITL.
TunepGapryeckoe jiedeHre u JUrnTaIbHast CUMIATIKTOMHUST 3¢-
(eKTUBHBI B JIeUCHUN WIIIEMUN U UIIIEMUYECKUX paH [1].
Ocnosnoii crpaterueit Mmenempkmenta CIIK aasercs ero
pamHee BBISIBJIEHME HAa PaHHEN CTAJAUU U JledeHHe C HOMOIIbIO
arpeccuBHoOTrO ucnosb3oBanus MAIID [4]. Menemxment mpo-
apiaenuil nmopaxkenus KKT cumnTomarmueckuili m BKIIOYaeT
uHrubuTops 1poToHHol oMbl (VIIIT), npokuneTnku, ciabu-
TeJIbHbIE WM TPOTHBO/MAPEITHbIE MTPETapaThl, MapeHTepaabHOe
HUTaHNe, XUPYPrudeckre BMeNaTeIbCTBa 1 IMPOMUIaKTHIECKUE
HeMe/IMKaMeHTO3Hble crpaTernu. HasnaueHust IPOKMHETHKOB
CJIElyeT WCIOIb30BaTh € GOJBIION OCTOPOJKHOCTBIO, TAK Kak
9TH TIperaparsl YBeJNUNBAIOT JABJI€HNe HA HIDKHUN chuHKTep
MUIIEBO/IA 1 BBI3BIBAIOT cepjieutble aputmun. st jiedenns 6ak-
TEPUATHLHOTO M30BITOYHOTO POCTa HEOOXOAMMO PAHHEE JICUeHIe
antubuorukamu. GAVE ¢ kpoBoTeuerusiMu TpeGyioT aHI0CKO-
MYECKOiT abISAIMHU 1, BO3MOYKHO, EPETMBAHST KPOBU.

CemMeiiHble Bpaul, CTOMATOJIOTH, OPTOJOHTHI, JIOTOME/bI,
peabuINTOIOTH, KAPANOJIOTH, TACTPOIHTEPOJIOTH, MYJIbMOHO-
JIoru 1 He(POJIOTH SABJIAIOTCS HEOTHEMIEMOI 4acThIo CTpaTe-
TUU MYJbTHIMCIUTIITHAPHON KOMAH/IbI B TIT00QJBHOM JIede-
nun CC/I. Ha puc. 10 mpocyMMUpOBaHBI TepameBTHYCCKUEC
CTPaTeruy OCHOBHBIX IOPAKEHUI BHYTPEHHUX OPTaHOB P

CCU.

BblIBOAbI

Taxum o6pasom, cucremuas ckiepogepmust (CCJL) siBaisiercst
OIACHBIM JJIsI JKU3HU 3200JI€BAHUEM HEM3BECTHON HTUOJIOTUH C
KJIMHUYECKUMH TIPOSBIICHISIMH, 3aTPArMBAIOIINE OUTH KaKAYTO
cucremy opranoB. CCJI Xopo1Io mojjiaercs JeuyeHuio, 0coOeHHo
Ha PaHHUX CTaJUSIX, OJIHAKO JIeYeHUEe KaK/IOH CHCTEeMbI OPraHOB
pasnuyaercs u tpebyer auddepeHnnansbHoro moaxoaa. [1oBbi-
mieHue OMUTENBHOCTH M 3HAHUIT CO CTOPOHBI Bpadyeil repBud-
HOU MEIMIIMHCKOW TIOMOIIU SIBJSIETCS KPACyTOJbHBIM KaMHEM
JUIST YITydIIeHusT Pe3yJIbTaToB. Paniee BbisBJIeHUE TTAIIMEHTOB C
CC/l u cBOEBpeMeHHOE HAIIPaB/IeHUE UX K PEBMATOJIOTY MOXKET
COXPAHUTH ONTUMAJIBHYIO (DYHKITHIO MOPasKEHHBIX OPTAHOB U CY-
HIECTBEHHO YJIYUIIUTDH KAuecTBO Ku3uu i naientoB ¢ CCJ/l u
UX BBIKIBAEMOCTb.

« Jlonmuiep-oXokapmorpadus
* Exeroanoe

Jlero4nasi rHIEPTOHUST

DLCO

JIETOYHOI apTepHu

Tunepronus

®BJI ¢ m3mep
« Anropurm DETECT, eciin COOTBETCTBYET KpUTEPUSM *
« Karerepusatis MpaBbiX OTENIOB CEpIIIa Ul H3MEPEHHs IaBIeHUs B

* KateTepusanus mpasbIx 0T/I€10B cepna
TloaTBepaNTH NErouHyI0 apTEpPHIO

HnTeperuunanbHoe 3a601eBaHme Jerknx, Guopos Jerkux

y 0 TpaKTa

* ®BJ ¢ u3mepennem DLCO Kaxkible 4-6 Mec B TeUeHHE TIEPBEIX
3 et
» KomibrorepHast ToMmorpadusi JIerkix ¢ BICOKHM PasperieHneM

CKPHHHMHT BOBJIEYEHHsI BHYTPEHHHX .
opranos npu CCJ{

O6cneioBanme, HCXOS H3 CHMIITOMOB:

. PEH'lTeHOKOHTpaCTHOC HCCIIEI0BaHNE MULIEBOAA U
IKETY KA

DIJIC

0 TactpomyonenanbHas MAaHOMETPHS

Topakenue novex
JUnisl MaMenTOB ¢ MONOKHTENBHBIME pe3ynbTatamu anTuten k PHK
nomumepase 111 win panunm au¢Gy3HEIM CHCTEMHBIM CKIEPO30M:
* MOHHTOPHHT apTepHATLHOTO JABICHHS TPHAKIL! B HEACTIO
+ KoHTpOJIb IpHemMa peIHH30JI0Ha 0COOSHHO B J103¢ > 15 Mr/ieHs
* KimpeHc kpeaTHHHHA 1 0OLIMiT aHATH3 MOYH PETYJISPHO

A 4
I D i

« [Honnnep-3xokapsuorpadus exeroaHo

* DrekTpokapanHorpaMma

* TpomoHMH, HATPHiTyPETHUECKHIT MENTH]

* MPT cepjiua 1o nokazaHusm

Puc. 9. Ctparerus goo6cnefoBanna NauMeHToB ¢ CUCTEMHON CKnepoaepmueit

®B[ - doyHKunsa BHewHero gbixaHus * Anroputm DETECT BkntoyaeT B ce6s KnuHu4eckue 1 nabopatopHble TecTbl, ®BL n TpaHCTOpaKanbHyto
9X0KapAMorpacuio Ans paHHero BbISBMEHWUS NEr04HON apTepuanbHoi runeptoHun. DLCO — andhdysnoHHasa cnocobHOCTL N0 OKCMAY yrnepoja.
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* MesmMCHMIITHHAPHBI TOXO0T
« BKK D THHBIM

JlurutanbHas BackyJonatus, penomen Peiino

Tlopazkenue cepaua

Hureperuuuaibnoe 3a60/1eBanue JErkux

® PanHAs JIMArHOCTHKA TOITIRTEE ST I

* UarnGuTops! ¢

* Baxno Th T 10 b
pom; dyokcerni 1 BPA — .C b  ha HAID
LpI 0 = JIypETHKOB
Tepamis * ) T— Tepamis

® [urocraruyeckas Tepanus MM® win L, uin

-5, By

JUIS IEYEHHS IUTHTATbHBIX * Huskas (pakums BeiOpoca, sKkemynoukossie apurmin — UKL

a3aTHOIPHHOM WHPOKO

* TI'CK npu Hepd(eKTHBHOCTH HMMYHOCYIIPECCHI

3B, INTHTATBHOM HIIEMHH 1 TAKEN0ro deHomena Peiito

Jlerounasi aprepuanbHAst THIEPTEH3HS
* PauHss AMArHOCTHKA
Teparus aHTarOHUCTAMH PENENTOPOR
9HJI0TETMHA, IPOCTAHOMIAMH, HTHOHTOpaMU

IepBonayanbHas MOHOTEpATAA H
Hast Tepanust

TaKTHKA Je4eHHsI OCHOBHBIX MOPAKEHHIT
BHYTPCHHHX OPraHOB NPH CHCTEMHOIT
(ocdommdcrepaspi-5 < CKIepoepMun

0 TpaKTa

« I'OPB — tepanus UIIIT, 6rokatopamu H2-penenTtopos u aHTamuaaMmn
BCEX MalHEHTOB

* BakTepHaTbHblii H3GBITOUHBII POCT — TEPAITHS AHTHOHOTHKAMH

P+ [1ceBn0OGCTYKIMS — MPOKHHETHKH

« [loTepst MACCEI Tela — SHTEPATBHOE HIH APEHTEPANLHOE HTAHME

« [Ipu nopaKeHHH aHOPEKTYMa — KOHCYJIBTALlHs MPOKTOJIOra

\4

Mopaxkenne mouex
* I'mokokopTrKomzie! ciocobeTytoT pazuthio CIIK, ocobenHo B 03¢
>10-15 mr/cyT
* MATI®D sBIsAIOTCS MpenapaTaMi BeIGopa
* Her nokasate/bcTs NPOMHIAKTHIECKOTO HCTIOMb30BAHUS HHTHOHTOPOB,
ATI®

1L KOKH WITH aTeLHOT0
* Metotpekcat ad)dekTuBen npy panHem aupGy3HOM KOKHOM CHCTEMHOM
CKJIEPO3€ M ABIAETCA NPENapaToM BbIGOpa JUIsl BOCTIATHTENLHOTO apTPHTa
* Huskwue 10361 mpennsonona (1015 mr/cyt)

Puc. 10. TakTMKa ne4yeHns OCHOBHbIX NOPAXXEHMIi BHYTPEHHMX OPraHoB NpyU CUCTEMHOI CKnepoaepmMun

VNAM® — nHrMbuTopsbl aHrnoTeH3MHNpeBpatLatoLlero epmenta, KK — 6nokatopbl KanbLmeBbix kaHanos, bPA — 6110KaTopbl peLenTopoB aHrnoTeH3nHa, MK
— UMNNAHTUPYeMbIN KapanosepTep-aedubpunnatop, UMM — uHruéutopsl npotoHosor nomnsl, MM® — modetuna mukodexonar, CIK — cknepoaepmuyec-
KNid NoYeYHbIin kpud, LD — umknodocdan, TFCK — TpaHcnnaHTawys reMatonoaTuyecknx CTBONOBbIX KNETOK.

CucTtemMHa ckiepopepmisi: cydacHUi nornaa Ha
naTtoreHes, KJiHiKy, AiarHOCTUKY Ta NiKyBaHHS
I.1O. lonoBay, €.4. €rygina

Cucremuuii ckiieposd abo cucremua ckiepogepmis (CCI) — immy-
HOOIIOCEPe/IKOBAHE 3aXBOPIOBAHHS CIIOJYYHOI TKAaHUHU, OCHOBHI
KJIIHIUHI TIPOSIBU SIKOTO MOB’s3aHi 3 (Gi6po30M MIKipu Ta BHYTPIIIHIX
oprauis i BackyJonatieo. CCJ/] Mae BHCOKY 3aXBOPIOBaHiCTb i cMepT-
Hicte, [MosinmeHHss po3yMiHHS MATOTEHETUYHUX MOOYIOB CUCTEM-
HOTO CKJIEPO3Y, BIIPOBA/DKEHHS HOBUX KJIacudikamiitHux Kpurepiis
ZI03BOJIIJIO IIOKPAIUTH MEHEePKMEHT 3aXBOPIOBAHH: i Tporuo3. Kpim
TOTO, 3’ ABUJIKCS JI0Ka30Bi Gasn PoJii iMyHOCYTIPECUBHUX IIPeraparis
JUist JlikyBaHHs (iGpo3y MIKipu Ta JiereHb. 3alpONOHOBAHO CydyacHi
TH/[X0/11 /10 JIiIKYBaHHS JIeSIKUX [TPOSBIB 1[bOTO 3aXBOPIOBAHHS, TAKNX,
SK CKJIePOAEPMIiUHNIT HUPKOBHUI KPHU3, JereHeBa apTepiaabHa Timep-
Ten3sis, penomen Peiino, guritaabui Bupasku i ractpoesodareaabHnit
pedmoxe. Onnak TArap HeJleTaIbHHUX YCKIQJHEHDb, aCOLillOBaHUX 3
CC/l, € 3HaYHNM i BUSABJISAETHCS CKJIAHIM 3aBAHHAM JIJIsI PO3TIi3Ha-
BaHHS | MeHE/KMEHTY (haxiBISIMIU.

Y crarti posrasgnyTi KiaiHiuHi ocobsmsocri CCJI, onucani npakruyni
MiAXOAU 0 JIKYBaHHS JAHOTO 3axBoploBaHH:. JliTeparypuuil orisg
npeJcTaBaeHuil A1 ciMeliHuX JiikapiB 3 MeTOI0 Kpallloro BUSIBJICHHS
KJIIHIYHIX 03HAK, 0 CBIiAYATD IIPO IOYATOK 3aXBOpIoBaHHsA. Panns xi-
arnocrika CC/l, KOHTPOJIb 3a JIiKYBaHHAM, PO3ITi3HABaHHS 3arOCTPEHb
i JleTaJIbHUX YCKJIQJHEHDb JIKapsAMU IIepHIOro eTally MeIUYHOi /10110~
MO MOKYTb 3armo6irti abo BiZICTPOYMTH 3HAYHY 3aXBOPIOBAHICTD i
cMmeprHicTb nanienTis 3 CC/L.

Kanrouoei cnoea: cucmemnuii cknepos, namozenes, kiacugikauis, kii-
Hiuni nposeu, diaznocmuxa, LiKyeanns.

Systemic sclerosis: a modern view on the
pathogenesis, clinic, diagnosis and treatment
I.Yu. Golovach, Ye.D. Yehudina

Systemic sclerosis or systemic scleroderma (SSD) is an immune-medi-
ated rheumatic disease of the connective tissue, the main clinical mani-
festations of which are associated with fibrosis of the skin and internal
organs and vasculopathy. SSD has high morbidity and mortality. Im-
proved understanding of the pathogenetic constructs of systemic scle-
rosis and the introduction of new classification criteria have improved
the management of the disease and its prognosis. Additionally, treat-
ments for specific complications have emerged and a growing evidence
base supports the use of immune suppression for the treatment of skin
and lung fibrosis. Modern approaches to the treatment of some mani-
festations of this disease, such as sclerodermic renal crisis, pulmonary
arterial hypertension, Raynaud’s phenomenon, digital ulceration and
gastroesophageal reflux, have been proposed. However, the burden of
non-lethal complications associated with SSD is significant and it turns
out to be a difficult task for recognition and management by specialists.
Here, we review the clinical features of systemic sclerosis and
describe the best practice approaches for its management. A lit-
erature review is presented for family doctors in order to bet-
ter identify the clinical signs that foreshadow the onset of the
disease. Because early diagnosis of SSD, treatment monitoring,
recognition of exacerbations and lethal complications by first-
stage physicians can prevent or delay significant morbidity and
mortality.

Key words: systemic sclerosis, pathogenesis, classification, clinical mani-
Jestations, diagnosis, treatment.
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(oAWH MNN HeCKONbLKO NpaBUNbHUX OTBETOB)

1. as cucremuoii ckaepoaepmun (CCJ) nexapak-

TEPHO:
[ {ucharus
1 Teneanruskrazun
[ Cxyepojaktuius
[ AMUJION/103 IT0YEK
4 ITommapTpur.

2. CC/1 yame pa3BuBaercs y:
1 JKeHITIH MOKNUJIOTO BO3pacTa

(d Crapukos

[ JKenmun cperero Bo3pacra
[ My>x41H cpeiHero Bo3pacra
(d Hert pazsinunii B BO3pacTHbIX IPYIIIIAX.
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3. M CCJI xapaKTepHbI CJIeIyIONIHe BHCIePaJbHbIe MO-

pakeHus:

d I/IHTBPCTI/IHI/ISJH)HOG 3a060J1eBaHNe JTETKIX

A [Toueunsrit kpus
4 930parut

[ Jleroynas aprepuasibHas THIIEPTECH3US

[d Bce nepeuncyieHnoe BepHO.

4. Tns naGoparopuoit auarnoctuku CCJI Han6osiee 3HaYUMbI:

4 Yeemnuenne CO9

[ [ToBbiieHHbIit TUTP peBMaTonpHoro dakropa (PD)

A Tunep-y-raobyauHeMust

[ BersaBiienvie aHTHHYKJI€APHOTO (hakTOpa
[ [TostoskuresbHbIE TUTPBI AHTUTEJ K TOTIOM30Mepase-1.
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5. HauGosee yrposkaiomee sl SKM3HH OPa’KEHHE Opra-

noB-mueneii npu JIT-CC/I:

1 @enomen Peiiro

(1 Jlerounast aprepuaibHas FUIEPTEH3UsT

1 CrirepoakTuiimst

1 Cxyepo/iepMUYecKyil oYeuHblil Kpus

[ XpoHundeckasi KMIIeYHast ICEBIOOOCTPYKILHSL.

6. HauGonee yrpozramwuiee i JKU3HU MopaKeHue opra-

HOB-Mulienei npu panneit JJM-CC/;:

1 @enomen Peiino

[ Jlerounas apTepuajbHas rUIepTeH3us

A TacrpossodareabHast pedrrokcHast 60Je3Hb
[ Cxyepo/iepMUYecKuil oYeuHblil Kpus

(1 Xponuyeckast KUIIIEYHAS ICEBIOOOCTPYKIHSL.

7. BoiGepure xapakrepHble nopaskenusi Kosxu st JIT-CC/I:

1 Yrosenue KoxKu MPOUCXOAUT HA PAHHUX CTaAusIX 60Jie3-
HU, OTPAHNYEHO JIMCTATBbHON YaCThi0 KOHEYHOCTEM

1 YTosmene KOKHU ITPOUCXOAUT HA TMO3AHUX CTATUIX
60J1e3H1, OTPAHUYEHO TIPOKCUMATHBHON YACTHIO KOHEY-
HOCTeN

1 YroJmmenue KoyKu IPOUCXOIUT HA MO3AHKUX CTaIUsIX OOJIe3HH,
OrpaHU4€eHO Lll/lCTHJleOﬁ 4aCTbIO KOHE‘{HOCTE[‘Z, JIMIIQ, 1Ien

[ YroJmmeHne KoK1 OrpaHideHo 00JIaCThIO JINIIA, TIEH, BePX-
Hel YacTH IPy/IHOM KJIETKH, TYJIOBUIIA, HE PACITIPOCTPAHSI-
SICh HA KOHEYHOCTH

[d Yrommenne KoX1 HeXapaKTePHO.

8. BoiGepure anturesa, nexapakrepusie 1ius1 CCJI:

1 Anrtuniearpomepubie antutesna (ACA)

1 Anruresna k tonouzomepase I JIHK (Anti-Scl-70).

[ AHTUTEJIA K ITUKIMYECKOMY [IUTPYJIUPOBAHHOMY TIENITHLY
3 Anturena k PHK nonmmepase ITT (Anti-RNA polymerase)
[ AnTHHYKJI€apHble AaHTUTEA.

9. HauGouiee yacroe nopaskeHue, BCTPEYAIONIeecs Y NalueH-

toB ¢ CC/I;

A denomen Peitno

[ Jlerounas apTepuasibHas rUIepTeH3Us

1 Nureperuiinanbioe 3a00ieBanue Jerkux
[ Muokapaur

[ Atonus muIeBo;a.

10. CKPpUHHMHTOBBI METO]I UCCJIEOBAHUS IS BBISIBJIECHHUS

JIETOYHOI apTepPHAIbHON rUNePTEeH3UH

[d dexkrpokapauorpadus

[J Karerepusanus mpaBbIX OT/IEIOB CepALa

d MyasTucnupaabHas KOMIBIOTEpHAS TOMOTpadust OpraHOB
IPY/IHOI KJIETKU

[J Oxo-kapauorpadrdeckoe ncciIe0BaHmIe

[ ['a3oBbIit cOCTAB KPOBH.

11. HauGosnee undopmMaTuBHblii MeTo/| BepupUKaLUU HH-

TepcTUIHaIbHOrO 3a60seBanus Jerkux npu CC/I:

[ Mysprucnpanbiast komibiorepaast Tomorpadust (MCKT)
OpTaHOB TPYAHOI KJIETKN

1 O630pHas peHtreHorpadust OpraHoB TPYIHON KIETKH

[ MccnenoBanust GyHKIMM BHEITHETO JIBIXaHUS

[d Ta30BbIiT cocTaB KpOBU

[d Bpouxockonus.

12. IMopaskenue cepaeuHo-cocynucroii cucrembl HE xa-

paxrepHo aias CC/I:

16

A ITepukapaur
1 Muoxkapanodubpos
[ Muokapaut

(1 Jlerounas rutiepTeH3ns
(1 PecTpukTuBHAS KapAMOMHUOTIATHSI.

13. dakTOpHI pUCKa Pa3BUTUSA CKJIEPOAEPMUUYECKOTO TI0-
YEYHOTO Kpu3a

(d Pannee pazsurue genomena Peiino

(1 IToBbITeHE YPOBHS KpEeaTHHUHA B KPOBU

(d Boicokast ak THBHOCTbD TIpoIlecca

[ MoJiozioii Bospact Manudectaruy 3abojeBaHus

1 /[ TeTbHBIN TTPHEM BBICOKHX /103 TIPETHU30I0HA.

14. MeTo uccie1oBaHusl, IPUMEHsIeMblii /1151 IMaTHOCTUKH
¢enomena Peiino:

4 Kanusispockorst

1 Y3/IT aprepuii BepXHUX KOHEUHOCTEH

1 Y3/IT' Ben BepXHUX KOHEUHOCTEH

(d Penren xucreit

(d MysibTHCTIUpaIbHAS KOMITBIOTEPHAS TOMOTPAdMS KICTEI.

15. Xapaxrepubie js nopaskenust JKKT npu CC/I nanubie
PEHTTeHOKOHTPACTHOTO HCCJIe/[OBAHHS:

J CuaapoM HUATIIN

1 /ledbexT nanosaHenus

1 Cysxenue npocseTa

(d Pacimmpenue nmpocseTa

(d Bce BolienepeuucsieHHOe BepHO.

16. Cumnrom xapakrepsbni miaa nopaxenus JKKT npu
CCI:

(d Masxora

1 [ucharna

(d YyBcTBO 11epernoaHeHust

d Baayrue sxuBota

[d Bce BolmmenepeuncyieHHOE BEpHO.

17. Ilpenapatsl BbiGOpa 151 JTeyenus penomena Peiino npu
CCa:

A [Tuknodochan

(d BiiokaTopsl KaJbIMeBbIX KaHAJIOB

(1 Bera-6s10KaTOPbI CEJIEKTUBHbBIE

(1 MeraTtpekcar

[J AHTHKOATYJISTHTBI.

18. Crparerus Je4eHus JeTOYHOU apTepUaJIbHOI THIePTeH-
3uu nipu CC/I:

(J BiiokaTopbl KaJbIMEBbIX KAHAJIOB U aHTHATPETAHTBI

d Modernia MukoheHoat 1 mpeaHu30J10H

A [Tuknodocdan n mpeann3oaon

[ Wuruburopst hochoanscrepaspi-5 U IPOCTAHOU/IBI

1 MATID v npegHr30J10H.

19. Crparerus jie4eHus] MHTEPCTHIIHAIBHOTO 3a00I€BaHUs
sgerkux npu CC/I:

[J BsrokaTopsl KaJIbIEeBbIX KAHATIOB 1 AaHTHATPETAHTDI

A [Tuksnodocdan u nmpegHU300H

(1 MeToTpekcar 1 Tpe/THN30JI0H

1 Wuruburopst hocdoanacrepaspi-5 U MPOCTAHOU/IBI

d MATI®D u nipeamn3010H

20. Crparerus neuenusi 1upPy3Horo nmopakeHus: KOKu u
cycrasoB npu CC/I:

A [Tuknodocdan naum npeHU307I0H

(1 BJiokaTtopbl KaJlbIIMEBBIX KaHAJIOB WM UHTUOUTOPBI (hoc-

donmacrepaspi-5

0 MATID u mpeaan3010H

1 [Tnazmacdepes

(1 MeroTpekcar.
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