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BBEJEHUE
AKTYaJIbHOCTH

Cuctemnas ckiepogepmusi (CCJ]) oTHOCUTCS K CUCTEMHBIM ayTOMMMYHHBIM
3a00JI€BaHMsAM, MPOTEKAIOIIUM C TIOPAKEHUEM pPa3IMYHBIX OPraHOB M CHCTEM,
OBICTPBIM ~ PAa3BUTHEM HWHBAIMAHOCTH M  TOBBIIIEHWEM JieTaibHOCTH. Ee
pacpoCTPaHEHHOCTh B MOMYJILIMM cocTaBisieT oT 3,7 mo 19 cinyuyaeB Ha 1 muH.
HaceJIeHHs B TO/1. 3a TIOCEeIHUE JeCATUIeTUs oTMedaeTcs yBenrueHue yactotel CCJJ
¢ 30 1o 300 cyyaeB Ha 1 MJIH. HAaCENEHHUs, YTO CBA3AHO C YIYUYIICHUEM JTUArHOCTUKU
YU UCTHHHBIM POCTOM 3a00JIeBa€MOCTH. 3a00JI€BAIOT Yalle KEHIIMHbl Ha IMATOM
JECATUIETUU SKU3HHU (COOTHOIICHHUE KEHIIUH U MY>KYHH - 7:1), HO 00J€3Hb MOXKET
HauaThbCd W B PaHHEM JETCTBE, M y JIOJCH MOXWIOro Bo3pacrta. JleTaabHOCTh
cocrasisieT 1,4-5,4 cinyyas Ha 1 muiH. HaceneHus: B roj. CorjiacHO OT€UYEeCTBEHHOM
kiaccupukaumu (BHOP, 1985), cuctemnas ckiepomaepmusi moapaszesnsieTcss Ha
UAMONATHYECKYI0 U UHAYLIMPOBAHHYIO (XUMHUYECKYIO WIIH JIEKAPCTBEHHYIO).

OTHONOTHS JAaHHOTO 3a00JIeBaHUSI OKOHYATENILHO HE ycTaHoBIeHa. bonbloe
3HA4YeHHE TPUAAETCS TeHeTHYecKuM dakropam, ux pois B pazsutuu CCJ] moxer
paccMaTpUBaThCS Kak B IUTaHE MPEAPACTIONOXKEHHOCTH K 3a00JIeBaHUIO, TaK U B
iaHe OCOOEHHOCTEH KIMHUYECKMX (OpM M BapHUAHTOB €€ TEUYCHHs, 4YacTo
3aBHCAIINX OT CTETICHH TeHEePaIM3alliy 1 porpeccupoBanus pubpo3a tkaneit [1].

B ocnoBe marorenesa CCJ] 7neXUT T€HEPAIU30BAHHOE IOPAKEHUE
MUKpOLUPKYJIsiTopHOro pycina (MLIP). IlaTonornyeckne M3MeHEHHsT HAUMHAIOTCS C
NOBPEXICHHSI SHAOTENNS B PE3YIbTaTEe MHAYKINU UMMYHHOW PEAKLUH, BBIPAOOTKH
AQHTUTEJI W aKTUBALMM KJIETOYHOro umMmyHutera. llopaxenme MIIP Bemer
aKTHBAIlMM TPOMOOLIMTAPHON KOAryJsiliud, YTO COMPOBOXKIAETCS 00pa3oBaHHUEM
MHUKpPOTpOMOOB. Backynomatust xapakTepusyeTcsl THUIEpIUIa3ueld MHTUMBI MEJNKHX
apTeproJl ¢ MOCJIEAYIOIUM CTEHO30M IIPOCBETA COCYJIOB, TKAHEBOM TI'MIIOKCHEN U
dopMHpOBaHUEM XPOHMYECKOHN UIIIEMUU MOPAKEHHBIX OPTaHOB.

CucreMHas CKJIEpOJEPMHUS COMPOBOXKIAETCSI KOMOPOUAHBIMU COCTOSHHUAMHM,
KOTOpbIE BKJIIOUAIOT B C€0sl CEpAEHYHO-COCYJUCThIE 3a00sieBaHuUsl (HMIIEMUYECKast

0oJie3Hb cep/lla, TUIepTOHNYECKas 0O0JIe3Hb), CaXapHbIi TUa0eT U BCTPEUAIOTCS 110
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pa3HbIM UCTOYHHMKaM B 15-35% cnyuyaeB [2—4], HO OKOHYATEIIBHO B3aUMOCBS3b
Mexay CCJl v comyTCTBYIOIIEH MaToIorveld O KOHLA HE M3ydyeHa U TpeOyer
YTOYHEHHS.

B 1992 r. LeRoy and Medsger npemioxuin KPUTEPHH, BKIIIOYAIOIINE
JaHHbIE KaNMWUILIPOCKONUM JJisi MpoBedeHUs AUPQPepeHINaTbHON TUAarHOCTUKA
MEXy IEPBUYHBIM (MIMONATHYECKUM) U BTOpUYHBIM (B pamkax CCJl) cunapomomM
Peiino. PerpocniexkTuBHas Bamuaanus 3THX KpUTEpHUEB Mo3Bosmia B 89% ciydasx
y’K€ TIpY NIEPBOM MOCEIIEHUN Bpaya MpaBWIbHO BepU(DULIMPOBATH TUATHO3.

B HekoTopbIX KIMHUYECKUX HccienoBaHusx y OonbHbix CCJl olieHMBaIuCh
accolualy KanmuIipOCKOMUYECKUX MAaTTEPHOB ¢ KIMHUYECKUMHU MpU3HaKamu. B
pe3yibTare Obljla OTMEYEHA KOPPEJSIHs MEXIY MUKPOAHTHMONATHEH U CTENEHBIO
MOpa’KEHUs], TJIABHBIM 00pa3oM, nepudepruueckux CoCy0B, a TAKKE COCYI0B KOXKH U
nerkux [5]. OmHako B APYTHX MCCICIOBAHUSIX YOCTUTEIIBHBIX JOKA3aTEILCTB TAKUX
accolpanui Mojay4yeHo He Obuto. B 1enom cBsi3b MEXKAY XapaKTepoM W3MEHEHUM
MIIP 1o maHHBIM KanmWLISPOCKOIIMU U CIIEKTPOM opraHHbIX nopaxkeHuit npu CCJI
octaercs npenMerom auckyccuil. [Ipusnaercs, uro CCJl siBisieTcss reTepOoreHHbIM
3a00JIeBaHMEM, BKJIFOUAIOIIUM HECKOJIBKO KIMHUKO-MMMYHOJOTHYECKUX CYOTHIIOB
(xmmHMYecknX (QGopM), B paMKaxX KoOTopelX marrepHsl MIIP wumeror cBou
0COOCHHOCTH W SBISIOTCS TPEIMETOM JanbHelmero wusydeHus. Kpome Toro,
OCTAIOTCSl HEIOCTATOYHO HM3YyYEHHBIMU B3aUMOCBSI3U OMOMAapKEpOB C MOPAKEHUEM
MIP npu paznunusbix kiuHu4Yeckux cyotunax CC. Cnexyer OTMETUTD, YTO B psJie
uccnenoBanuii 'y OombHeiXx CCJI  ObUTO  BBISIBJICHO TOBBIIICHHE  YPOBHS
accumeTpuuHoro aumetwiapruanHa (A/IMA), ogHako HE yAaloch YCTaHOBUTH
3HAYMMBIX KOPPEISLIMOHHBIX B3auMoOcBsized Mexay A/IMA u  Hanmmunem
UHTEPCTUINATHHOTO IMOPAKCHUS JISTKHX, MTUIICBOIA U JUTUTAIBHBIX 53B [6].

HecmoTtpst Ha omnpezesieHHbIE yCNEXH, JOCTUTHYThIE B IOCIEIHHUE TOABI B
neuennn CCJl, BakHOW mpobOIemMoii ocTaercs MOWCK Oosee WHGOPMATUBHBIX
OMOMapKepoB MJii MOHUTOPUHTA AKTUBHOCTH JIaHHOTO 3a00JICBaHMS, a TaKkKe
OLIEHKH IPOTrHO3a €ro TeueHus Ha (JOHE MPOBEIEHUS JICYEHUS LIUTOCTATUYECKUMU

npenapaTamMu.



Heab ucciaexoBanus

N3yuuth B3aMMOCBSI3H MEXIY KJIIMHUKO-UMMYHOJIOTHYECKUMU
MOKAa3aTesIMU U KOMOPOUIHOCTBIO NP JIMMUTUPOBAHHON M nuddy3HOil Popme
CC/l, a Takke OLEHUTDH BIMSHUE MPOBOJAUMON T€pANlU HA MUKPOLUPKYISTOPHBIE

HapyHmI€HHs, BBIABIIACMBIC C TIOMOIIBIO METOAA KAITHIIJIAPOCKOIIHH.

3amauu ucciae10BaHUs

1. OueHuTh Y4acToTy U CTPYKTYPY KOMOPOHTHOHM MATOJIOTHH, a TAKKE XapaKTep
MOpaXEHUH KaNWUIAPHOTO pycia npu JAuPy3HOH W JIMMUTHPOBAHHON
dbopme CC/I.

2. OmnpenenuTh XapakTep CTPYKTYPHBIX HM3MEHCHUN KalWLIIPOB HOT'TEBOTO
J0Xka MetofoM Kamwuisipockonuu y OonbHBIX CCJl M CpaBHHTH HX C
ITUPKYJISATOPHBIMA HAPYIICHUSMH Y TAIIICHTOB ¢ PEBMATOUIHBIM apTPUTOM,
JEePMaTO/TIOIMMUO3UTOM, OCTEOAPTPUTOM U HIUOMATUYECKOW JIeTOYHOM
TUIIEPTEH3UEH.

3. M3yuuTh qUarHoCTUYECKYIO IIEHHOCTh METO/1a KaUJIUIIPOCKOIINN Y OOJIbHBIX
pPa3IMYHBIMUA KIIMHUKO-UMMYHOJornueckumu cyotunamu CCJ, a Ttakxke
YCTAaHOBUTHh B3aWMOCBSI3M MEXKAYy W3MEHCHHSAMU MHKPOIMPKYISITOPHOTO
pyclla ¥ BBIPOKCHHOCTBHIO OpPraHHBIX IOPAXCHUH B 3aBHCHUMOCTH OT
JUTUTEIIHHOCTH 3a00JICBaHHUS.

4. TlpoBecTu CpaBHHUTEIHHOE HCCIIEIOBAHHE YPOBHEH IUTOKUHOB, MapKEepOB
SHIOTCIHAIIBHON JTUCOYHKIMH M CTPYKTYPHBIX HM3MCHCHUU KaIWJUIIPOB
HOTTEBOTO JIOJKA Y OOJIbHBIX JIMMUTUPOBaHHOU B nuddy3HOM Popmoit CCJI.

5. M3yuyuTh BIMsSIHUE KOMIUIEKCHOW TEepaIiy Ha MOKa3aTeId MHUKPOIUPKYIISITUN

HOTTEBOTO JIOKa y OOJIBHBIX JINMATHPOBAHHOU U auddy3Hoi popmoit CCJI.

Hay4yHasi HOBH3Ha
BnepBeie  ycTaHOBieHa  B3aMMOCBA3b  CTPYKTYPHO-()YHKIIMOHAIBHBIX
M3MEHEHUN MUKPOLMPKYISITOpHOro pycna y 00iapHbIX CCJl ¢ UPOKUM CIIEKTPOM

MapkepoB moBpexaeHuss sHpotenus (AJIMA, roMmouMCcTeuH, MO3TOBOM
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HaTpUMYpEeTUUECKUI NENTU, MOJEKYJIa MEXKKIETOUHOU anre3suu- 1, cocynucras
MOJIEKYyJIa KJIETOYHOM aAre3uu-1, mojekyna aare3uu COCyAMCTOrO 3HIOTENus),
cnenmduueckumu anturenamu (Scl-70, CENP A, CENP B, RP11, RP155,
¢udpmwutapur, NOR90, Th/To, PM-Scl100, PM-Scl75, Ku, PDGFR, R0-52) u
IIOPaKEHUEM JIETKUX, CEPALA, ITI0YEK U XKEITYyAOYHO-KUILIEYHOI'0 TPaKTa.

VYcraHoBieHa CBA3b KJIMHUKO-MMMYHOJOTMYECKHX OCOOCHHOCTEH MHpHU
auMuTHpoBaHHOW U nuddysnoit dopme CCJIl ¢ KanWUISIPOCKONMUYECKUMHU
naTTepHaMu (paHHUM, aKTUBHBIM, MO3IHMM), a Takke HX KOMOWHAUUSIMHU B
3aBUCUMOCTH OT cTaauu U (opmbl 3abosneBanus. [lpu «akTUBHOM» maTTepHe
HaOo#amach  KOppeNslus  C  BBICOKOW  aKTHUBHOCTBIO  3a0o0JieBaHuS,
CONPOBOXKIAOLIEHCS MOpaKeHUEM JierkuX. «llo3qHuin» naTTepH acCouMUpPOBAIICA C
TSOKECTBIO TIOPAKEHUSI COCYAMCTOTO PYCNa, BBIPAXEHHOCTHIO (prlOpo3a, a Takxke
0oJiee BBICOKUMHU 3HAYCHUSMHU JIETOYHOU TUIIEPTEH3UU.

IlokazaHo, 4TO 1OJ BIMSHUEM MMMYHOCYIPECCUBHON TEPAIMU U3MEHEHUS
MUKPOLUPKYJISATOPHOIO pycila Yy OONbHBIX Kak JMMHUTHPOBAHHOM, TaKk M
mupoysHoit ¢opmoit CCJI, BbIABIsEMBIE INPU KAOWIIIPOCKONHMH, OCTAIOTCA

HEOOPAaTHUMBIMH.

IIpakTH4Yeckasi 3HAYUMOCTH

BnepBeie mpoBeseHa  OIGHKA YacTOTBl M CTPYKTYphl KOMOPOWIHOM
NaTOJIOTUU MpU TUMUTUpoBaHHOU U nuddy3Hoi hopmax CCJ. YcraHoBiaeHo, 4TO
npu mumutupoBanHoit popme CCJl runepronndeckast 6one3ns (I'b) BeisiBIsICTCS ¥
61% manuentoB, umemuyeckas 6oixe3np cepana (MbBC) — y 38,9% OonbHBIX U
ocTpble HapymeHus: Mo3roBoro kpooobpamienus (OHMK) - B 8,3% ciyuaes, a y
obcnenoBanablx ¢ auddysnonr popmori CCJl coorBeTcTBeHHO Yy 25%, 15,6% 1
3,1% nmamueHToB.

Brnepseie onpenesieHo, 4TO HMMYHOCYIIPECCUBHAS Tepalus, TpUMeHseMas B
komIiuiekcHOM Tepanuu CCJl, TOPMO3UT MPOrpPECCUPOBAHUE MOPAKECHUSA KOKU H

JEIKUX, HO HC OKa3bIBACT CYIICCTBCHHOI'O BJIMAHHUA HAa MHKPOLOHUPKYJILATOPHOC

pycio.
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BrniepBbie yCTaHOBIIEHO, YTO METOJMKA KAWUISIPOCKONIUN HOTTEBOIO JIOXKA
MOKa3ajla BBICOKYIO YYBCTBUTEJIBHOCTh M CHEUU(PUYHOCTH Y TMALMEHTOB C
cuctemHoi ckneponepmueit (89% u 100 % npu numutuposannoi popme, 100% u
100% npu guddys3Hoit dhopme) Mo CpaBHEHUIO C TPYNIONA APYrux 3a00JIeBaHUM
(peBMaTOMIHBIA ApPTPUT, AEPMATO/TIOJTUMUO3UT, OCTEOAPTPUT, UAMONATUYECKAS
JIerO4Hasl TUIIEPTEH3MU).

YcTaHOBIEHHBIE B3aUMOCBSI3U MOPAXKEHUS] MUKPOLMPKYJISITOPHOTO pyciia ¢
Mapkepamu cocyauctoro BocnanieHus u ¢popmamu CCJl (MMMHUTHpOBaHHAsA H
nuddy3Hast) MOTYT MPUMEHSTHCS B KQUECTBE JIOMOJHUTEIbHBIX JUATHOCTUYECKUX
KPUTEPUEB ISl BBISIBJICHUS JIUI C BBICOKMM PUCKOM IMPOTPECCUPOBAHUS JAHHOTO
3a00seBaHus, a TAKXKe ONpeesIeHHs TOKa3aHUi K HHTEHCU(PUKAIIMK Teparuu.

Kanunnspockonuio — menecooOpa3HO  HCMONB30BaTh B KadecTBE
JIOTIOJTHUTENIBHOTO MeToAa U PepeHInanbHO IUarHOCTUKKA TEPBUYHOTO U
BTOPUYHOTO CUHApoMa PeifHo, a Takxke 111 MOHUTOPUHIA IMHAMUKH COCYIUCTOrO

nopaxeHusi Ha (POHE UMMYHOCYIIPECCUBHOM TEpaIUH.

OcCHOBHBIE N0JI0KEHUS] JUCCEPTALMHU, BLIHOCHUMbIE HA 3aIIUTY

1. Tlpum mumutrpoBanHoi dopme CCJ] yacToTa KOMOPOMIHOM IATOJIOTHH,
srmoyatorieit UbC, I'b u OHMK, Gonee 1yem B 2 pasa IpeBBIIAECT TAKOBYIO TMPU
mddyzHoit Gopme 3a00seBaHms, YTO TOATBEPXKIACT IIpeoOIagaHue MPOSBICHUN
AHTHOTIATUU TIPH JTUMUTHPOBaHHOW (opMe TO0 Mepe NpPOrpecCUpOBaAHUS
UMMYHOBOCIIAJIUTETLHOTO TPOIIECcca.

2. Kimauko-ummyHonmorndeckne mposienenus CCJ  wmeror  mpsiMbie
B3aMMOCBSI3M C YPOBHSMH ITUTOKHHOB M MapKepaMu COCYIUCTBIX MOPaKCHUU.
VY CTaHOBJICHBI KOPPEISIIMOHHBIE CBSI3U MEXKIY BBIPAKCHHOCTBHIO PACIIMPEHUS
kamusipoB 1 ypoBasiMu ADMA (p=0.004) 1 ud®HO-a (p=0.02), «notepeii»
KanUIpoB B KoHIeHTpanued B kposu IL-2 (p=0.0003), IL-6 (p=0.007), IL-7
(p=0.001), IL-10 (p=0.04), gmCSF (p=0.001), MCP-1 (p=0.004), a Tax:ke MEKIY

CTETICHBIO pa3BeTBIICHUsI KamuisipoB u ypoBaemM MCP-1 (p=0.02).
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3.V Gomembix CCJ] KONMYECTBO KAILIAPOB HA | MM? IO JaHHBIM

KalUISIPOCKONUHU HOI'TEBOTO JIOKA CTATUCTUYECKU 3HAUMMO HIDKE, YEM Y OOJIBHBIX €
WIVONATUYECKOM  JIETOYHOM  TUIEPTEH3MEH,  PEBMATOMIHBIM  apTPUTOM,
JIePMaTO/TIOMUMHO3UTOM, OCTEOAPTPUTOM U Y JIUL] KOHTPOJIBHOM TPYIIIIbI.

4. Kommnekcnas — teparmst  CCJl,  Bmodaromas  IyJIbC-TEPAITUIO
[JIFOKOKOPTUKOCTEPOUIAaMH M LMKJIOpochaMuioM, MpUMEHEHHE OJI0KaTopoB
KaJIbLIMEBbIX KaHAJIOB M BAa30aKTUBHBIX MPENAPATOB OKA3bIBAET MOJIOKHUTETBHOE
BIIMSIHME HA TEUEHUE MOPAKEHUSI KOXKHM U JIETKUX, BBIPAXKEHHOCTD MPOSIBICHUIM
cuapoma PeliHO (TpaH3UTOpHAs NMUISATALIMS, BACKYJSPU3ALMS COCYAMCTOrO
pycia), HO HE BIIUSIET Ha Mopdonornyeckue U3MEHEHHUS

MUKpPOLHUPKYJIATOPHOTO pycia.

CreneHb 10CTOBEPHOCTH Pe3yJabTATOB

Pe3ynbpTaThl HCcCleOBaHN OCHOBAaHBI Ha KOMIUIEKCHOM oOcnenoBaHuu 133
OOJBHBIX C MPUMEHEHHWEM COBPEMEHHOI'O0 METO/a KAMWIISPOCKOIUU HOTTEBOTO
JI0%Ka, OIEHKHU DJIACTUUYECKHX XapaKTEPUCTUK COCYAMCTON CTEHKH Y 3-METOJIOM,
OTIpENICICHNEM  yYpOBHEH  MapKepoB  DSHAOTeNIWadbHOHW  auchyHkmmm (6
MOKa3aTeJieil), OIEHKH KOHIIEHTPAIlMU [IMTOKMHOB U XeMOKHHOB (16 nokasareneit),
omnpezereHueM crekTpa aytoantutesa. M3 133 mamueHToB 68 MMENH CUCTEMHYIO
ckiepoaepmuto, 13 — UWAMONATHYECKYIO JIETOYHYHO THmepreHsuro, 20 -
peBMaTOUIHbIA apTpuT, 20 - MEPBUYHBIN MOJUOCTEOAPTPUT U 12 - MEepBUUHBII
JepMaTO/TIONIUMUO3UT.  JluarHo3sl ObUIHM BEpUPUIIMPOBAHBI HAa OCHOBAHUU
COBPEMEHHBIX KIIACCU(DUKAIMOHHBIX KPUTEPUEB, MIPEACTABICHHBIX B KIMHUYECKUX
pexomMeHaanusax, yreepxkaeHasix M3 PD, a taxke xputepueB EULAR u ACR.
CpaBHUBaeMble TPYMIBl MMAINMEHTOB OBUIM COMOCTABUMBI IO TEHJICPHBIM
OpU3HAKaM M JJIMTENIbHOCTH 3a0osjeBanusi. [pymnmy KoOHTponist coctaBuiud 17

3A0POBLIX JIMII TOI'O XK€ BO3pacCTa.
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MeTon0/10rusl 1 METOAbI HCCICA0BAHMUS

O6cnenoBanue 6onpHbIXx CCJl MpoBOAMIOCH UCXOAHO U Uepe3 6 MecsleB Ha
dboHEe MPOBOAMMON KOMIUIEKCHOM Tepanmuu. Y TMAIlME€HTOB, BKJIIOUCHHBIX B
UCCIENOBAaHNE, TNPOBOAUIIOCH OIPEAEIEHUE B KPOBH HMMYHOJOTHYECKUX
mapkepoB CCJ/l, ypoBHEHN MPO- U NPOTUBOBOCHATUTENBHBIX [IATOKUHOB, POCTOBBIX
(dakTopoB, MOJIEKYJI aare3uu, TOMOLIMCTENHA, aCCUMETPUYHOTO
JUMETUJIAPTMHUHA, a TaKKe MCCIENOBAINCh ITOKA3aTeNn KanuUISIPOCKOINH,
sxokapauorpaduy U JIaBJI€HUS B JIETOYHOM apTEepuH, TOJIIMHBI MHTHUMbI-MEIUU
JUISL U3Yy4EHUS IKECTKOCTH COCYIHMCTOM CTEHKHM. MeToabl CTaTUCTHUYECKOU
00paboTkH MOJYYEHHBIX JAHHBIX BKJIFOYAIU napaMeTpuyecKue,
HEnapamMeTpUYecKue METOJIbl, MHOTO(aKTOPHBIA aHalU3 C HCIOJIb30BaHUEM
nporpammbel STATISTICA ans Windows (Bepcuss 7.0), GraphPadPrism s
Windows (Bepcust 8.0).

BHenpeHnue pe3yjbTaTOB JUCCEPTANMOHHOI PadoOThI

Hcnonp3oBaHne  KanWUIAPOCKONIMM ~ HOTTEBOIO  JIOKa B LEJAX
nuddepeHIanTbHON TUarHOCTUKY MIEPBUYHOTO U BTOPUYHOTO CHHIpoMa PeitHo, a
Takxe npornosupoBanus TeueHuss CCJl BHEAPEHO B MPAKTUUYECKYIO JIESITEIBLHOCTh
KIIMHUYECKUX OTJIICIICHUN dI'bY HAIlMOHAJILHOT'O MEIUIIMHCKOTO
uccienoBaTeabckoro I1eHTpa wum. B.A. AnmazoBa, ['BY3 Jlenunrpazackoit
o0macTHOM KIIMHAYECKOU OOJIbHHUIIBI, TrOPOJCKON KIIMHUYECKOU
peBMarosniorndueckoit  OompHuibl  Ne25 CIIb, a Takke wucnomb3yeTrcss B
NPeroJjaBaHiy Ha IMKJIaX YCOBEPIEHCTBOBAHMS Bpauell Ha Kadenpe tepamuw,
PEBMATOJIOTHH, OSKCHEPTU3Bl BPEMEHHOW HETPYAOCIOCOOHOCTH U KadyecTBa
MEIMUIMHCKON momomu uM. 2.0. DixBanpaa C3MI'Y um W.M. MeunukoBa u

kadenpe dhaxkyabTeTCKON Tepanmuu BoeHHO-METUIIMHCKON aKaJIeMHH.

Anpodanusi padoTsbl
OCHOBHbIE  TOJOXKEHUS  JAUCCEPTAIMOHHOTO  HCCleJOBaHUs  ObUIM

npeactasienbl Ha VII Beepoccuiickoit kondepeninu «PeBmaronorus B peaibHON
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KIIMHUYeCcKOM mpaktuke» (Bmagumup, 24-26 mas 2012 roma), XIII Cesepo-
3amajiHOM HAy4yHOM NpakTU4YecKod KoH(pepeHuun mno peBmaTtojoruu (CaHKT-
[lerepOypr, 23-24 centsa6ps 2013 roma), XV ceBepo-3amagHOi HAy4yHO-
npaktuyecko koHdepenuuu "Jlnu pemaronoruu" (Cankr-llerepOypr, 17-19
centsops 2015 roxa). Maslyanskiy, A. ADMA levels and arterial wall stiffness in
rheumatology patients / A. Maslyanskiy, E. Kolesova, I. Penin [et al.] // 7th
international symposium on asymmetric dymethylarginine, 2014, Abstract book.
— P. e37.

Hy0aukanuun

[To pesynbraram wucciaegoBaHus ONMYOJWKOBAaHbI 7 TI€UaTHBIX padboOT B
KypHalax, pexomeHa0oBaHHBIX BAK mis myOGnukamuy OCHOBHBIX PE3YJIbTaTOB
IUCcCcepTalMid, U 5 TE3UCOB, W3 KOTOPHIX 3 M3JaHbl B OTCUECTBEHHBIX U 2 - B
3apyOeKHBIX COOPHUKAX TPY/IOB HAYUHBIX KOH(DEPEHITHI.

O0beM u cTpyKTypa padoTsl

Huccepranus usnokeHa Ha 130 cTpaHWIlax MAIIMHOMUCHOTO  TEKCTa,
BKJIIOUYAeT BBEACHHE, 0030p JUTEPaTyphl, XapaKTEPUCTUKY OOCIEIOBAHHBIX
OONMBHBIX W ONUCAaHWE METOJOB HCCIEIOBAaHUSA, [IB€ TJaBbl COOCTBEHHBIX
HAOJIIOICHU,  3aKJIIOYEHUE, BBIBOJBI, TMPAKTHYECKHE PEKOMEHAAIMH |
oubnmorpaduueckuil ykazaTeiab, B KOTOPBIM BXoaaT 19 oTedecTBeHHBIX U 136
MHOCTPAHHBIX HCTOYHHKOB JHUTEPaTypbl, WIUTIOCTpHpoBaHa 16 Ttabmumamu, 11

pUCYHKaMU U 7 rpaduKamu.
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I'/TABA 1

OB30P JIMTEPATYPbI

CuctemHas CKJIEPOJEPMUS SBJISIETCS XPOHUYECKUM IMPOTPECCUPYIOIIUM
ayTOUMMYHHBIM 3a00JIEBaHHMEM HEU3BECTHOM JTHOJIOTHH, XapaKTEPHU3YIOIIUMCS
pacrpocTpaHeHHBIMU HapyIICHUIMU MUKPOUMPKYJIAINH, a TaKxKe
TreHEepPaJIN30BaHHBIM WM JIOKaJbHBIM (UOPO30M KOXKH C BOBJICYECHHEM B
NaTOJIOTMYECKUIA TPOIECC JKU3HEHHO BaXKHBIX OpraHoB u cuctem [/]. Owna
OTHOCHUTCSI K YHCITY PEIKO BCTPEUAIOIIUXCS, MPOTHOCTUYECKU HEOIArONMPUSITHBIX U
MaJIOKypaOelbHBIX ayTOMMMYHHBIX 3aboneBanuil. [lepBuunHas 3aboseBacMOCTb
koseoercs oT 3,7 mo 19 ciayuaeB Ha 1 MuH. Hacenenuss B ron. JleraabHOCTH
kosebnercs ot 1,4 mo 5,3 ciayuas Ha 1 MuH. HacesleHuWsl B roi. 3a0oJyieBaHUE
BO3HHMKAET CYIIECTBCHHO Yallle MPHU MOJOXKUTEIBHOM ceMeiiHoM aHamHese (1,6%)
[8,9]. 3a mocnenHue necATHICTHS OTMEUACTCSl YBEIMYCHHE PACIPOCTPAHECHHOCTH
CCH c 4 no 126 cinyyaeB Ha | MJIH. HaceJ€HMsI, YTO CBSI3aHO KaK C YJIy4YlICHUEM
JMAaTHOCTHKH, TaK M C KMCTHHHBIM pPOCTOM 3aboneBaeMoctd [1]. Makcumym
3aboneBaemocT mpuxoautcs Ha Bo3pacT 30-50 nmet. Ha ocHoBaHuu Xapakrtepa
NOPAKEHUS KOXKHU U BHYTPEHHUX opraHoB mamueHTel ¢ CCJl pa3nensroTcs Ha JBe
KJIIMHUKO-UMMYHOJIOTUYECKME TOATpynnbel. B mnepByio moArpymnmy BXOAST
6onbHBIC, NMetonne quddysnyo dopmy CCJI (Bemyiee MecTo 3aHUMAET OBICTPO
nporpeccupyromnuii Guopo3 KOXKH, JIETKUX U IPYTUX BHYTPEHHUX OPTaHOB), a BO
BTOPYIO - TAIMEHTHl C JIMMUTUPOBAHHON (GOpMOH, WPOTEKAOIIYIO C
OTPaHUYECHHBIM U MEJICHHO MPOrpeccCUpyomumM Gruopo30M BHYTPEHHUX OPTaHOB,
KOXHM JIUCTaJIbHBIX OTIEIOB KOHEYHOCTEH M 4YacThiM (POPMHUPOBAHUEM JIETOUHOUN
TUNIEPTEH3HH.

Pa3zBuTne paHHEW JIETOYHOM, CEPACYHOW WM TOYEYHOW IaTOJIOTHH,
JTMATHOCTUPOBAHHOE B TEUCHHE TIEPBBIX 3-5 JIET MOCiie Hadaaa OOJIe3HH, PUBOIUT
K 3HAQUUTEIBHOMY CHWXXEHUIO TMPOJOLKUTENBHOCTH  ku3HU. HenaBHue
HCCNIEIOBAHUSI TOATBEPAWIM, YTO TMAUEHThI C OBICTPO MPOrPECCUPYIOMINM
teueHueM CCJ] kak nipu nuddy3HOU, Tak U NpU JIUMUTUPOBAHHON PopMe, UMEIOT

S5 u 10-7eTHIOI BBIKMBAEMOCTh, COOTBETCTBEHHO B 20-80% u 15-65% caydaes
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[10,11]. BoJIBIIMHCTBO MAIMEHTOB YMHUPAET OT MOPAXKCHHS CePACYHO-COCYTUCTOM
CHCTEMBI, JIETKHUX, IOYEK, CBI3aHHBIX C IpOTpeccupoBanreM 3aboneBanus [9)].

AHanu3 NATWIETHEH BBDKMBAEMOCTH IOKa3aj, YTO MNPOTHOCTUYECKU
HeOnaronpuatHbiMu  (pakTopamu CCJl sABISIIOTCS MOXKHWIION BO3pacT, 3HAYUMBbIE
HapyleHus PyHKIMU modek (ypoBEeHb MOUEBUHBI KpoBU OoJiee 160 Mr/m), anemust
(remornobun menee 110 r/m), cHmwxeHHass AU y3UOHHAS CIOCOOHOCTH JIETKUX
(menee 50 %), ypoBeHb oO0IIero Oeiaka CBIBOPOTKM KpoBH MeHee 60 r/m u

dbopcupoBanHas )KH3HEHHAss eMKOCTh Jierkux Mmenee 80 % [12,13].

IIaToreHnes CUCTEMHOM CKJIEPOAECPMHUU
1.1. Ilopaxenue cepaeuHo-cocyaucrtoit cucremnl npu CCJ{

[Topaxxenue cepaeuno-cocyauctoit cucteMsl (CCC) mpu CCJl 3arparuBaer
BCE €€ OTHelIbl W CONPOBOXKIACTCS pa3BUTHEM TMEPUKAPINUTA, aAPUTMUSMH,
0JIoKajlaMyi TPOBOJSIIEH CHCTEMBI CEplla, BalbBYJIUTAMH (B PEIKUX CIydasx),
uIeMue M rurneprpodueld MHOKapaa, a TaKXKe JIETOYHOM TUIEPTeH3UEH W
XpOHHYECKOH Oose3Hbio ouek [4,14-16]. Panuue napymenus ¢pyukiuun CCC npu
CCJHl sBasitoTcs 4YacTo HecHenu(UYHBIMHM, YTO 3aTPYAHSET UX TUATHOCTUKY H
CBOEBPEMEHHOE HA3HAUYCHUE PALMOHAIBHOMN TEpAUu.

Psn wuccnemoBaHuii, TPOBEIEHHBIX C HCIOJIb30BaHUEM OIHOGOTOHHOM
AMUCCHOHHOW KommbloTepHOW TOoMorpadpum (ODIKT), sxokapauorpaduu
(OXOKI) m wmarautHO-pe3oHaHcHOM Tomorpabun (MPT) mnokazamu Oosnee
BBICOKYIO YacTOTy MOpaXeHUW paznuuHbix opraHoB W cucteM npu CCJ mo
CPaBHEHUIO ¢ JaHHBIMU ayToricuu [17—21]. MokHO ToJjlarath, 4T0 TaKUE Pa3IuIHsI
CBSI3aHBI C TeM, 4TO mpu oocnenoBanuu 00ibHBIX CCJl ¢ MCIoap30BaHUEM TaKUX
meronoB, kak ODIKT, DXOKI' u MPT Hepenko BBIABISIOTCS OOpaTUMBbIE
(GYHKITMOHAIBHBIE HAPYIIECHUS B PA3IMYHBIX 00JACTIX MUPKYISITOPHOTO pycia, B
KOTOPBIX eI1le He CPOPMUPOBATHUCH 3HAYMNMBbIE MOP(OIIOTHUECKIE H3MEHEHUS.

[lokazano, uto mnpu nauMutupoBaHHor u audpdy3Hoit dopmax CCJ]
BBISIBJIIETCSI MCTOHUYEHHE CTEHKM MHUOKapAa JIEBOrO JKEIyJ04Ka, MNEPUKaAPIUT,

CHUCTOINMYCCKAasd W JHMACTOJIHNYCCKasd I[I/IC(I)YHKI_II/IH N IIPHU3HAKHU CY6KJ'H/IHI/I‘-IGCKOFO
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Muokapauta. [Ipu uccienoBanum KopoHapHOTo cyeta Kanbius y 0oapHbIx CCJI
no naHHbiM MCKT ObUIO yCTaHOBIEHO, YTO KaJbLIMHUPOBAHUE KOPOHAPHBIX
aprepuii 'y 6onbHbIXx CCJ/] ObuU10 3HAauMTENBbHO OOJIE€ PacHpPOCTPAHEHHBIM IO
CpPaBHEHUIO ¢ O0IIeH MmomyJisiiuei, cooTBeTCTBEHHO B 53 % u 17,6 % cnydaes
[18].

[IpuBeneHHble  JNaHHbIE  JalOT  OCHOBaHUSA  YTBEPXKJaTh,  4YTO
aTepockiiepoTudyeckoe nopaxenue y nauneHtoB ¢ CCJI BcTpedaeTcs yalle, 4em y
JMI, HE  CTpajaronmx jgaHHod  ¢opmoir  maromorum  [14,22]. Tak
MUKPOCOCYIHUCThIE TMoOpaxeHus, BcTpevawmeecs npu CCJl u Bxirodaromiee
MOBPEXKJICHUE DSHIOTENHS M MUTPALMIO TJIAJKOMBIIICYHBIX KIETOK B HHTUMY
COCYZIOB, UMEIOT ONPENEICHHOE CXOACTBO C aTEPOCKIEPOTHYECKUM MPOLIECCOM
[23]. U3BectHO, uTO Mipu CCJI MOBBIIMIAETCS KECTKOCTh KPYIHBIX apTepUaAIbHBIX
cocynoB. B psge uccienoBanuii 6pu10 mokaszano, yto y 6onbpHeIX CCJl nmeercs
BBICOKAsl 4YacTOTa AaTEPOCKIECPOTUUYECKOTO MOPAXEHUSI COHHBIX apTEpUid, 4YTO
MOJTBEPKAACT HAIMYUE Yy HUX BBICOKOTO CEPACYHO-COCYIUCTOro pucka [24].
®ubpo3 muokapaa npu CCJl pa3BuBaeTcs Ha MO3AHUX CTaAUSAX 3a00JEBaHUS U
BeJeT K (OPMUPOBAHUIO CHUCTOIMYECKOM M AMACTOIUYECKON TUChHYHKIIMH
MUOKApJa, CHUXEHUIO THKOBOW CKOPOCTHM HAMNOJHEHUS M YMEHBIICHUIO
ri100aJbHOM JI€BO- W TPABOXKEIYIOYKOBOM COKPATUMOCTH. MuoOKapAuaabHbBIN
¢ubpo3 npu numuTrpoBaHHou U TudPy3Hoit popmax CCJl MoxkeT 3aTpoHyTh 00a
KeNy104Ka, IPUBOJS K UX TUIEPTPOPHUH, CHUKEHHIO KUHETHKU U OCIabJICHUIO

JTUACTOJIUYECKOM peakcanuu [25,26].

[Tpuunnabl ’HAO0TENTMANBHON muchyHKIMU y OonpHbIX CCJ mo xoHIa He
U3YUYEHBI, XOTS MMEIOTCS JTaHHbIE O TOM, YTO OHU MOTYT OBITh CBSI3aHbI Kak C
UMMYHOBOCTIQJIUTEIIBHBIM MPOIIECCOM, TaK M C HIIEMHUYECKUMHU Tep(y3HOHHBIMH
HapyumieHusiMU. [Ipu3HaeTcs, yTo MaToreHes3 HA0TEIUAIbHBIX HAPYIICHUH MOXKET
ObITH CBSI3aH W C JPYrUMH T[puUYMHamMu. BaxnHas poilb B peanusaiuu
SHAOTENNATBHON AUCHYHKIUA OTBOJUTCS TUMEPHPOIYKIIMU SHAOTEINHA, OJTHOTO
M3 CaMbIX MOIIHBIX Ba30KOHCTPUKTOPOB. Okazanock, 4yto y nauueHTtoB ¢ CCJJ

Hapsly C BBICOKOM YacTOTOM aTEpOCKIEPOTHUYECKOTO MOPAKEHUS KOPOHAPHBIX
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aprepuil  BO3MOXHO pPa3BUTHE KOPOHApHOro cmasma (TaKk Ha3bIBa€MbIi
MUOKApAUaIbHBIM CHHIPOM PeilHO), KOTOpBI YacTo BCTpEYaeTcss B TpyIIe

0o1pHBIX CCJ] ¢ KOopoHapHBIM TpoMOO30M [6].

[lepemexxatoniasi  XpoMoOTa, CEpACYHO-COCYIUCTbIE  3a00JeBaHUs U
nepedpoBacKyisipHass 0oJie3Hb JauarHoctupoBaiack y mnarueHtoB ¢ CCJI[ B
cpennem B 22 %, 15 % u 6,5 % cnyyaeB. YTolllleHUE KOMILIEKCA UHTUMAa-MEana
obmieit connoit aprepun (KM OCA) 6b110 onrcano y 64 % 6onbabix CCJL [27].

Ilo nmaHHBIM HECKOJBKHX wuccaemoBanuii, TommuHa KM OCA Osbuia
cymiecTBeHHO Bhiie y marueHToB ¢ CCJ, yem y 3mopoBeix Juil (0.83 = 0.3 mMm
npotuB 0.46 + 0.2 mm [28]. Hamportus, npyrue ucciaenoBaTed COOOIIAIH, YTO
tonuuHa KUM OCA y nmamuentoB ¢ CCJl He Obula 3HaUMMO yBEJIMYEHA I10
CPaBHEHUIO C KOHTPOJIbHOW TPyMNIoN oO0cCiIeI0BaHHBIX (BO3MOXKHO, 3TO OBLIO
CBSI3aHO C HeJOCTaTOYHOW BBIOOpKOH OoybHbIX) [29,30]. Cronb 3HAaYMMBIC
OpPOTHUBOpEYHST  TpeOYIOT  TPOBEACHHS  JAIbHEHIIMX  HMCCIEJOBAHUM  C
dbopMHUpoBaHHEM TPYNN MALMEHTOB C PA3IMYHBIMU HMMYHOBOCHAIUTEIbHBIMU
dopMamMH  TIATOJIOTMHM, a TaKKe CpPaBHEHHUsS] TMOJYYEHHBIX Ppe3yJIbTaToOB
oOcretoBaHusl ¢ Tpynmnod OOJbHBIX, HE HMMECIOIMHUX 3TH 3a00JICBaHHs, HO Yy
KOTOPBIX BBISBIISIOTCS KIACCUYECKUE KapIMOBACKYIIAPHbIE (DaKTOPhI pUCKa.

OnHUM W3 OCTOBEPHBIX METOJIOB HCCIEIOBAaHUS ATEPOCKIEPOTUUYECKOTO
nopaxenus npu CCJ] siBnsercs yapTpa3ByKoBasi OIlEHKAa OOLIMX COHHBIX apTEepuH,
€€ BEeTBEM W II03BOHOYHBIX aprepuid. llo gaHHBIM  yJIBTPa3ByKOBOWU
nomrieporpaduu Opaxuonedansubix aprepuit (Y3AIT BIIA) 6but0 00HaApYKeHO,
yto okono 64 % mnanuentoB ¢ CCJ/] umenu CTEHO3 COHHBIX apTepuid, a B
KOHTPOJIBHOW TPYIINE JUI] OH BCTpevaycs Jimmb B 35% ciydaes [31]. dakTopsr,
BbI3bIBalOIIME cocyaucroe mnoBpexiaenne npu CCJl, Bkmwoyaror B ceds
NOBBIIICHHBII ~ ypOBEHb  JIMMONPOTEMHOB  HM3KoW  1wuiotHoctu  (JITIHII),
romouuctenHa u C-peaktuBHoro Oenka (CPB), yTto mpuBOOUT K YBEJIHYECHUIO
pucka atepockieposa (AC). Ognako o nanabeiM Hettema ME, Zhang D. Bricokue
ypoBaun CPb y mamumenTtoB ¢ CCJl He uMend YETKOW CBSI3M C HAJIUYUEM

yIIbTpa3ByKoBbIX MapkepoB AC [30].
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JpyruM  BaXHBIM  3BEHOM B  MATOT€HE3€  CEPICYHO-COCYIUCTHIX
ocnoxxHenut CCJl siBnsiercs sHporennanbHas aucynkuus (I/1), npuBoasmias K
pPa3BUTHIO paHHEro arepockieposa. CHCTEMHbIE HMMYHOBOCHAJIUTEIbHbBIE
3a00J€BaHMsl CBA3aHbl C YCKOPEHHBIM aTEPOCKIEPO30M U TO3TOMY MOTYT
NPEICTABIATh YHHKAJIBHYIO MOJENIb JUIS HW3YYCHHS  IaTONeHETHYECKUX
MEXaHU3MOB TMpHu arepockiepose [32]. [IpoBoauiIuCh HCCIIENOBaHUS TOTOK-
3aBucumoii (I13B) u nutpar-3aBucumoii (H3B) Bazomgmnstanuu npu CCJI. T13B,
U3MEpEHHas Ha IUICYCBOW apTepUH B MOKOE W BO BpEMs PEaKTHBHOW THIIEPEMUH,
yKa3blBajla Ha HapYIICHUE DHIOTCIINI-3aBUCMON Ba30AWIIATAIIMH, B TO BPEMs KaK
H3B, oueHeHHas mocie TMpueMa HUTPOIJIMIIEPUHA, CBUICTENBCTBOBANA O
HaAPYIICHUH 3HJIOTCIIHI-HE3aBUCUMON Ba30IUJIATAIIUH.

DHpoTenuanbHas AUCOYHKIUSA (O YEM CBHJICTCIBCTBYIOT aHOMAJIbHO
Huskue 3HadeHus [13B) sBnsercs kiroueBbiM Mexanu3MoM B passutuu AC. Ilo
pesynbratam oneHku I[I13B y manmentoB ¢ CCJI, HEkoTOpble W3 aBTOpPOB
oOHapyXusii 00Jee HU3KHE €€ 3HAYEHUs TI0 CPABHEHUIO C KOHTPOJIBHOMN Ipynmon
nuil. Pe3ynbratel ucciaenoBanus He 3aBucesu ot tuna CCJ, mpoaomKuTeTIbHOCTH
€¢ TCYCHMS U TPAAMIIMOHHBIX CEpACUHO-COCYAUCTRIX (hakTopoB pucka [33-35]. B
JIPYTUX UCCIAEAOBAaHUAX coobmanock o0 orcyrctBuM Hapymenuit [13B y
nareHToB ¢ CCJl [36]. OOOCHOBBIBANIOCH TO TMOJOXKECHHE, YTO YBEIHYCHHBIC
YPOBHHM JIMNONpPOTEHHA (a) MOIJIM NpUBECTH K ymeHblieHuto I[I3B 3a cuer
CHWXEHHUSA akTUBHOCTU okcun aszor-cuHTeTazbl (NO-cuurterassr). [lo maHHBIM
psina uccnenoBanuii, y manueHToB ¢ CCJ[ Obuto oOHapyXeHO 3HAYUTEIHHOE
MOBBIIIIEHUE JHUMOMPOTENHA (a) MO CPABHEHHUIO C KOHTPOJIBHOW TPYMION JHII.
MoxHO TONaratb, 9YTO BBICOKHMH ypOBEHb JIMIONPOTEWHA (a) CBs3aH C
yBEIWYCHUEM pPHUCKAa KOPOHAPHBIX COOBITHH, a TaKXe TOBBIIICHHBIM
TpoMOOOOpa3oBaHUEM W3-3a CHIWKEHHs ¢uOpuHonmsa [37]. B psmge
uccieoBaHuil OblIO ToOKa3zaHo, yto y mnamueHtoB ¢ CCJl omnpenensrorcs
aHoMajapbHO HU3kWe 3HaueHus H3B [38,39]. OmnHako B apyrux myOuKanusx

aBTOPBI He 0TMeYa 3HaurMoro camxkenuss H3B y 6onpabix CCJL [36,40].
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N3BecTHO, UTO aHTUTENAa K HHAOTEIMATbHBIM KJIETKAM M IOBBIIICHHBIC
YPOBHU MEKKJIECTOYHOM MOJIEKYJbl aire3uu-1 MOryT TakKe CIOCOOCTBOBATh
noBeieHuio pucka panHero AC nmpu CCJl [41-43]. He mMeHee MHTEpPECHBIMHU
OKa3aJuCh JAHHBIC O TOM, YTO BBICOKHE YPOBHHU SHJIOTEINHA B KPOBHU Y OOJIBHBIX
CCJl 6butn cBsizaHbl ¢ cuHApoMOM PeitHo, ocobenno npu auddys3Hon dopme.
OHJIOTEIUH  TPUBOAUT K  JUIMTEIBHOW  BAa30KOHCTPUKIIMU U SIBISETCS
npoduOporeHHbIM (akTopoM, yBenuuuBas mnponudepanuo GuopodIacTOB U
cuHrte3 kosuiareHa. Hegoctarounas suporenuii-zaBucuMas penakcanus npu CCJI
BBIPQ)KACTCSl B CHIDKCHUU OTBETA HA TaKUE Ba3OJUJISTATOPHI, KaK OpaJuKUHUH U
BelecTBO P, a Taike runeprnpoaykiuo ae(peKTHOro 3HAOTEIUATBHOTO OKCHIa
azora (NO). Ilo-Buammomy, 3Kcrpeccusi TeHa SHAoTeMHanbHOW NO-cHHTETa3bl
npu CCJ] unrubupyetcs Tpancpopmupyomum poctoBsiM (paktopom 6eta (TGF-
B). Ilpu stom cHuxeHnHas BbipaboTka NO npu CCJl MoXkeT crocoOCTBOBATH
aKTUBAIIMK TPOMOOIIMTOB W TOBPEXKACHHUIO JHIOTENHATbHBIX KJIETOK, a TakKXke
nponudepanuy  UHTUMBI-MeAun  aprepuon  [44]. NO  sBiusgercss MOIIHBIM
COCYJIOPACIIUPSIIONIUM MEIUATOPOM U CHHTE3UpYyeTCs U3 L-apruHuHa ¢ TOMOIIBIO
NO-cuntetazsl (NOS). DHAOTeHHBIE TyaHHJIMHO-3aMEIICHHBbIC aHAJIOTH L-
aprMHUHA, KOTOpbIE CHOCOOHBI HU30MpaTeNbHO HWHruOupoBaTh NOS, wurparmT
BXHYIO POJIb B ITATOTCHE3€ Pa3IMUHBIX CEPIICTHO-COCYANCTHIX 3a00eBanuii [45].

AcuMmmeTpudHbId auMmeTunapruand (AJIMA) npenacraBiseT coO0l HOBBIN
dbakTOop pHCKa DIHAOTEIHATbHOW auchyHKOUH. Bpicokue ypoBHm AJIMA
NpenpacnoyiaraloT K  BO3HHUKHOBEHHIO  OCTPHIX  KOPOHApHBIX  COOBITHH,
KOPPEJIUPYIOT C TAKECThIO aTEPOCKIIEPO3a U CEPACUHO-COCYAUCTON MATOIOTHEN Y
NAIMCHTOB C TEPMHUHAJIBHOM cTaauMeld IOoYeuHON HemocrtaTouHoctu [46,47].
[ToBbiteHHbie ypoBHU A/IMA ObLIM BBISBJICHBI Y MAIIMEHTOB C MUAMOMATHYECKON
nerounoit runeptensueit (MJII') u onucanbl B KauecTBE HE3aBUCUMOTO MPEAUKTOPA
cMmeptHocTH [48].

B HekoTophix HccnenoBaHMSAX IUIa3MeHHbIe ypoBHH AJIMA oka3anuch
3HAYUTEIBHO BbIIEe B rpynmne manueHToB ¢ CCJl um jeroyHou aprepuaibHOU

runieptensucii (JIAI') mo cpaBaenuro ¢ 6onpHbIMU CCJl 0e3 JIAIT [48]. Oxcun
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a30Ta OKa3bIBa€T COCYAOPACIIMPAIONIEE JEUCTBHE HA COCYIbl, HHTUOUpYET
TPOMOOT€HHOCTh U MpOoJu(depalnio COCYAUCTHIX MBIIIEYHBIX KJIETOK. BripaboTka
NO wuMmeeT BaKHOE 3HAYEHHME IJIsl PETYJIUPOBAaHUS KPOBOTOKA M MOAJAEPKAHUSA
HOPMAJbHOM  CTPYKTYpbl ~ COCYIUCTOM  CcTeHKH. CHMXEHHE  BbIPAOOTKH
supoTenuanbHoi NOS Obu1o 0OHapyXeHO B Jierkux y mamueHToB ¢ JIADT [49].
Bnonne Bo3MoxkHO, uro MHruouposanve NOS mnoBblieHHbIM ypoBHEM AJIMA
MOET CIOCOOCTBOBATh JIETOYHOW BA30KOHCTPUKLIMU M UYPE3MEPHOMY POCTY
CpeaMHHON 000J104KU cocy10B, Habmoaaemon npu JIAT y 6onpnabix CC/. OTnMu
JAHHBIMH MOXHO OOBSICHUTH NMOTEHIUATBHYIO MaTOoreHeTuYeckyto poinb AJIMA B
dopmupoBanuu JIAI' npu CCJl. DHpotennanbHas TUCPYHKIMS y TMAIUEHTOB C
CCJl cuurtaercs OJHOM U3 OCHOBHBIX NMPUYUH MPOrPECCHPOBAHHUS 3a00JICBAHMUS.
CHwxenue BHyTpukieToyHod mnpoaykuuu NOS Obuto  oOHapyXkeHO B
SHJIOTEIHATIBHBIX KJIETKaX MUKPOIMPKYIATOpHOrO pycia y 6onbabix CC/I [50,51].

Anrnorensunnpespamammuii  ¢pepment  (AIID) pacnonaraercs Ha
BHYTpEHHEH TOBEpXHOCTH »SHuoreaus. O CcHWKeHHOW 1masMeHHol AllD-
aktuBHOCTH y marueHToB ¢ CCJ] coolmianock MHOTMMH aBTopaMu. OJHAKO 10
KOHIIa HE SCHO, CBsi3aHa JM OHA cO cHmKeHweMm cuHTe3a AlII® wmmm ¢ ero
dbepMeHTHBIM MeTaboNIM3MOM B cOCyAHCTON creHke. [lokasaTenu cocyamcToro
MOBPEXKJEHUS  BKIIOYAIOT W CEPOTOHUH-UHIYIUPOBAHHYIO  arperamuio
TpoMOonUTOB. M3BECTHO, YTO TPOMOOIIUTHI BHICBOOOXKIAIOT TPOMOOTIOOYIIHH,
IIUTOKUHBI U (pakTOphI pocTta - TpoMOonuTapubiii paktop pocta (PDGF) u TGF-p,
KOTOpPbIE MOTYT CaMOCTOSITEJIbHO AaKTUBUPOBATh 3HIOTEIUAJbHBIE KIETKH, YTO
yKa3bIBaeT HA TECHYIO CBA3b MEXAY (DYHKIIMOHATLHBIM COCTOSTHUEM TPOMOOITUTOB
v sHoTews [52].

VY GonpabIX auddy3Hoi Gpopmoiri CCJl B kpoBH HAOMIOMASTCS YBEIMUYCHUE
yuciaa TY4YHbIX KJIETOK. [IpM akTuBamuu TYy4HBIX KIETOK HUX TPaHyldbl MOTYT
peryJIMpoBaTh aKTUBHOCTH puOpobIacToB [53].

B mocneanue roamsl ObUIO MOKAa3aHO, YTO AHTUAIHAOTEIUAJIbHBIE aHTUTENA
nociae  QukcalMu € JIHAOTEIUAIbHBIMM  KJIETKaMHM  MOTYT  BBI3BIBATh

OHAOTCINAJIbHYIO AaKTHBALIMIO, ITOBBIIICHHYIO BBIpa6OTKy MOJICKYJI KJICTOYHOM
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aaresud W, Kak  CIeACTBHE, aAresuto  MoHouutoB. Kpome  Toro,
AHTURHIOTEIMAJIbHBIE AaHTUTENA CIOCOOHBI YBEITUYUTh CUHTE3 U BBICBOOOXKICHUE
(akTopoB Koarymsuuu, Takux kak ¢akrop VIII m tpomOomonynuH, a Takxke
BBI3BaTh aIlONTO3 AHIAOTENHANBHBIX KiIeTOK. [Ipu nmumutupoanuoit ¢popme CCJJ
OHHM BBISBISIOTCS MPUOIU3UTENBHO B 44% ciydaes, a npu Audpdy3Hoi popme — y
84% 6onbHbIX. ClleyeT OTMETHUTh, YTO aHTUAHIOTeNHaNbHbIe anTuTena nmpu CCJJ
CBS3aHbl C TMOPAXKEHHWEM COCYJIOB, HWIIEMUYECKMMHU S3BaMU Ha TNaldbliaXx H

aJIbBEOJIO-KAMMJUISIPHBIMU HapyieHusiMu [44].

1.2. MuKpoaHruonaTus B marorenese CCJ. Kuaunuko-
HMMYHOJIOTHYECKHE B3aMMOCBSI3U MPU UMMYHOOINOCPEIOBAHHOM MOPAKEeHUHU
MHKpOcocy10B y nauueHToB ¢ CCJ{

['ucTromaTonmoruyeckass KapTUHA OWONTATOB KOXU CBHUACTEILCTBYET O
MOBPEXKJIEHUU COCYIIOB /10 BO3HMKHOBEHHs (uOpo3a Tak ke, KaK U CHHIPOM
PeitHo (snM3oanyueckuii U 0OpaTUMBIN XOJOAOBOM Ca3M COCYJOB MajbleB PYK U
HOT'), KOTOPBI 00b14HO nipemectByeT CC/I.

B rpynny CCJl-acconuupoBaHHOW BacKyJONATUU BKJIOYAIOT KOXKHBIE
TEJICAHTMOAKTa3uu, W3MEHEHUS KalWUIIpPOB HOITEBOTO JIOXKA, JIETOYHYIO
apTepUANIbHYI0 THUIIEPTEH3UI0, PACIIMPEHUE COCYIOB AHTPAJIBHOTO OTAENa
KEIyJKa ¢ CKICPOJACPMHYECKHN IIOYECUHBIM KPU3 CO 3JIOKAYECTBEHHOM
runeprensueii [54]. B mosgueii cragum CCJl orMeuaercs OePUIUMT MEIKHUX
KPOBEHOCHBIX COCYZOB B IOBPEKJECHHOW KOXE€ M IMapEHXMMATO3HBIX OpraHax.
[ToBpexxkenrne HHAOTETUATBHBIX KIETOK MOXET OBbITh BBI3BAHO TPAH3UMAaMH,
ayTOAHTUTENIAMU K HHIOTEJIUAJIbHBIM KJIETKaM, BacKYJIOMOJOOHBIMU BHUPYCaMH,
OPOBOCHAIMUTENBHBIMU ~ LMTOKUHAMH WM AKTUBHBIMH  KHUCJIOPOJHBIMHU
paaukanaMu, o0pa3yIoNMMHUCS TIPH UIIEMHH WX HapymeHuu penepdysun [54].
OHu  BBIBBIBAIOT  TUCHYHKIMIO  DHAOTEIUATBHBIX  KJIETOK, W3MCHCHHE
MIPOHUIIAEMOCTU KaMUWUISIPOB U CEKPELUI0 Ba30aKTHUBHBIX MEIUATOPOB, a TaKXKe
MOBBIIICHHYIO SKCIIPECCHIO MOJIEKYJI aare3uu cocyauctoro sugorenus -1 (VCAM-

1) u sH0TENManbEHOrO PakTopa aare3uu JIEHKOUUTOB-1, aKTUBALIUIO TPOMOOIIUTOB
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u  ¢uOpuHONIUTHYECKUX TmyTed [55-57]. AKTHBHpOBAaHHBIC SHAOTECIUAIBHBIC
KJIETKH  BbICBOOOXHatoT sHjporenuH-1  (OT-1), oOnamaromuii  CHUIBHBIM
COCYJIOCYKHBAOIMUM 3(P(HEKTOM, UYTO TakKXKe CIOCOOCTBYET HHAOTEIUATBHOM
aAre3uu JEeHKOIMTOB, Npodaudepany TIJIaJKOMBIIIEYHbIX KJIETOK COCYIOB H
aktuBau (udpodractoB. Ilpu sTomM ObLIO TOKazaHo, yto y OonbHbIXx CCJ]
OTMEUAETCsl TMOBBILIEHUE B KPOBU U B OpoHxoanbBeossipHoMm saBaxe (BAJI)
ypoBHst OT-1 [58,59]. B nanpHeiimeM MpOHUCXOIUT PEMOJCIUPOBAHUE COCY/IOB,
Belylllee K TUNepTpohUr HHTUMBI-MEAUU U aJBEHTUIUAIBHOMY (Hubpo3y,
PE3YJIBTATOM YEro SIBJISETCS MPOrpecCUpyloliee CyKeHUe MPOCBETa COCYI0B U UX
obonuteparust [60]. Cronb BBIpaKEHHBIC HApYIICHUS B KAMWUIAPHOM pycie
COMPOBOXKJIAIOTCSI ~ TKAHEBOW  THUIIOKCHEH, KOTOpas  OOBIYHO  BBI3BIBACT
MOBBIIIEHHYIO JKCIPECCHUI0 COCYAMCTOr0 DJHJOTENHAIBLHOTO (hakTopa pocTta
(VEGF) wu ero penentopoB [61-64]. BaxHO OTMETHTB, YTO OOBIYHO B YCIOBHUSX
TKaHEBOW TUIMOKCUW HAONIOMAETCS] CTUMYJSIUS POCTa HOBBIX COCYIOB, MpH
CUCTEMHOM CKJIEpO3€ TMpOIeCChl aHTHOTeHe3a OJIOKUPOBaHBI M OTMeYaeTcs
MOCTETIEHHOE UCYE3HOBEHNE MEJIKUX KPOBEHOCHBIX COCY/IOB.

VY nanuentoB ¢ CCJl HepenKo BBISBISIOTCS HAPYIICHUS MUKPOIUPKYIISIIUN
B Mwuokapnae. Tak, Ba3ocmasM MEJIKMX KOPOHApPHBIX apTepuili U apTepHOI
OTHOCHUTCSI K paHHUM M TJIaBHbIM nposiBiaeHUsIM CCJ/l. OH MOXKET MpOsIBIATHCSA B
MIOKO€ WJIM MPU MPOBOKAIMOHHBIX XOJIOAOBBIX Mpobax. Ciemayer OTMETHTh, YTO
ATOT THUN MHUKPOBACKYJSIPHOM HIIEMUU UCCIEHAOBAJCA U TMPU JPYTHX
peBMaTHYECKUX 3a00JI€BaHUSIX, COMPOBOXKAAIONIUXCS CUHAPOMOM PeliHo, o/iHaKo
CXOKHMX HAPYLIEHHUI B IUPKYJISITOPHOM PYCJI€ BBISIBUTH HE YJAJIOCh. Y MEHBILICHHUE
pe3epBa KOPOHApHOro KpoBOTOKa B MuOKapae OonbHbIX CCJl KIMHUYECKH
IPOSIBIIIETCS Ha O0Jee MO3JHUX dTanax 3a00IeBaHuUA,.

[locne MUKPOCOCYAUCTOTO TMOBPEKICHHUS KaK SHIAOTEIUAIbHbBIE KIETKU
(OK), Tax u nepurutsl MOTyT Auddepeniiupoathesi B Muopudpodmactel. CCJL -
unayupoBanubie DK B pesynbprate cunepreruueckoro 3ddexkra TGF-f u OT-1
MOTYT HaudaTh BbIpaOaThIBATh KOJIJIAr€H, YTO BeIET K TpaHcau(depeHIIUpOBKE

MuopudpobiactoB B (pudpobnactel. I[lpu sToM DK Moryr mnpuodperaTh
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ME3€HXUMAaJIbHbII (EHOTUNl B pe3yiabTare 3HI0TEINAIbHO-ME3EHXUMAIBHOTO
nepexoaa (OMII). Ortor mpouecc, UMEOMUNA  HECKOJIBKO MOJEKYISPHBIX
CUTHAJBHBIX MYTEH C SIUTENNO-ME3EHXUMAIbHBIM MEPEX0J0M, MOXKET OBITh
uHaynuposan in vitro TGF-B [65]. Me3enxumanbHblii (hEHOTHIT XapaKTePU3yeTCs
NOoTepe MEXKIETOUHBIX coeAuHeHud u MapkepoB OK, Takux kak dakrop
Bune6panga, CD-31 u cocynucThli SHIOTEIMAIBHBIA KaJATepUH, a TakKKe
yBEJIUYCHUEM ME3CHXUMAIbHBIX KJIEeTOK (aSMA, riagkux Meimi thna 22 u
koyutareHa). CorjiacHO 3TOW KOHLENIMH TMPENoJiaraeTcsi, YTO TOBPEXKIACHHE
SHAOTENUS B cocygax koxku y OombHbix CCJl mpoucxomnutr u3-3a
IPOTPECCUPYIOIIEH TMOTEPU COCYJIMCTOTO SHAOTECIUAIBHOTO KaarepuHa [66].
MHorue HelaBHHE UCCIIEI0BAHUS MOKa3aiu, YT0 MUO(DUOPOOIACThI, BOBICUEHHBIE
B (¢uOpo3 TkaHu, MoryT mpoucxoautb u3z DK B pesynpratre DMII [67,68]. D10
MOATBEPXKIACT TUIOTE3y O TOM, UYTO JTH PETYISATOPHBIC HAPYIICHUS HIPAIOT
BAXHYIO  pOJIb B  PEMOJEIMPOBAHMM  COCYIOB €  (OpMUpOBaHHEM
bubpomnponudepaTUBHOI Backyionatuu, xapakreprnoit ais CC/I.

B ognom u3 uccienoBanuit B Ouonratax koxu y OonbHbix CCJl Obutn
BBISBJICHBI aKTHBHPOBaHHBIC Mapkepbl B-xietok [69]. ®yHKIHMOHAIBHBIC
Hapymenus: B-xierok npu CCJl npuBOAST HE TOJIBKO K BHIPAOOTKE ayTOAHTUTET,
HO W ¢Gubpo3y 3a cuer runepcekperun I[L-6, KOTOpBIM HEMOCPEICTBEHHO
cTUMyIHpyeT aktuBanuio Gpuodpoodiacro [70]. ¥V mamuenros ¢ CCJ] B KpoBH H B
MOpaXEHHOM KOKe HAOII0IaeTCs yBEIMUCHUE KOHIIEHTpanu B -akTuBupyromero
dakropa (BAFF), nmpu stom B-kieTku CTaHOBATCS CHOCOOHBIMH YBEIMYUBATH
akcripeccuto BAFF-penienropos [71].

N3 Heckonpkux HUTOKMHOB, ydacTByromux B mnartoreneze CCJ, TGF-B
CUMTACTCSA TJIABHBIM PETYyISTOPOM KaK (U3HOJOTUYECKOTO (3a)KUBICHUE DaH H
BOCCTAaHOBJICHUE TKaHEH ), TaK M MaTOJOTHIecKoro (pyoroBoro) ¢pudporenesa [72].
Kpome toro, TGF-f3 umeer cyiiecTBEeHHYIO pojib B BOCCTAHOBJIEHUU HOPMaTbHOMN
TKaHW, AaHTHOre€He3€, MMMYHHON peryisiliuM, KIETOYHOM mpoiudepannu u
kinerounor muddepenuuposku [73,74]. TGF-B cekpetrpyercss TpoMOOIUTaMHU,

MoHoIuTaMu, T-kierkamMmu u ¢ubpobsactamMu. bBONBIIMHCTBO THUIOB KJIIETOK
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uMeroT cnenuduueckue perentopsl Ha MemoOpane st TGF- u cexpetupytot ero
B HeakTHBHOU (opme [75]. AxtuBanus HeaktuBHOro TGF-f B ero Omonmorndyecku
aKTUBHYIO OpMY MOKET ObITh UHIYLIUPOBAHA UHTETPUHAMU, TPOMOOCTIOHAMHAMU
WM 1ia3MuHoM. B pesynbrare stoil peakuuu nponykuus TGF-B cranoButcs
3aBUCUMOM OT Haiduuusl KieTok-muileHei. B mesenxumubix kinetkax TGF-B
(GYHKIMOHUPYET KaK MOIIHBIA CTUMYJSTOp (GUOporeHe3a MyTeM IMOBBIIICHUS
CHUHTE3a KOJJIareHa, a TakXke ero npoiudepanud, MUTpAlUd, aJare3ud u
tpancaupdepenuupoBkn B MuodubOpodnacter  [73].  dakTop  pocTa
coenunutenbHoil TkaHu (CTGF) otHOCHTCSA K ceMeNCTBY MaTpUKC-LEIUTIOISPHBIX
dakTopoB  pocTa,  KOTOpble  JEWCTBYIOT  KaK  MOJIEKYJbl  ajamnTepa
COCIMHUTEILHOTKAHHBIX KJIETOK K dKCTpale/uIoasipHoMy Marpukey (1IM). DTu
O€JIKM KOHTPOJIUPYIOT MPUKPEIUIEHHE KIETOK K 3P EKTOPHBIM MOJEKyIam,
moaynupytor aeiictBue TGF-B u npyrux IIUTOKMHOB, a TakKe PETYIUPYIOT
muddepeHIupoBKy, Mponudepanno KIeToK, anonto3 u cuHte3 D1IM. B oudenb
HU3KKUX KoHIeHTpanusax skcrpeccus CTGF unaynupyercs TGF-B u OT-1 [76].

TpomOonutapubiii daxtop pocta (PDGF) mpoaymupyercst makpodaramu,
SHAOTEIUANBHBIMU KJIETKaMU U GUOpOOIacTaMu U SIBISIETCS] CUIIBHBIM MUTOTEHOM
U XEeMOKHMHOM i1 (uOpoOIacTOB, YTO MOXKET MPUBOJIUTH K ITOBBIIIICHHOMY
CUHTE3y KoJulareHa, (¢uOpoHeKkTHHa, TmporeornukanoB, TGF-f, Oenka
xemoarTtpakuuu MoHonuToB-1 (MCP-1), a Taxxke WMJI-6. IloBbIeHHBIE YPOBHU
PDGF u ero peuenropoB HaOmomatorcss y OonbHbIXx CCJ] B MOBpEXIEHHBIX
TKaHsAx [77] m B Oponxo-ambBeossipuom JnaBaxe (BAJI) [78]. AyroanTtutena,
cneruuunbie s peuentopoB PDGF, Hepenko ompenenstorcs B CHIBOPOTKE
kpoBu y manueHaToB ¢ CCJI [79].

Huroxuusr NJI-4 u NJI-13 urpatot BaxkHYIO pOjb B Matorene3e (pruOpo3HbIX
Hapymenuii  [80]. B  HopMmampHBIX ¢QuOpoOmactax WJI-4  crumynupyer
npoaudepario, XeMOTAKCUC U CHHTE3 KOJIJIareHa, a TAakK)Ke MOBBINIAET BRIPAOOTKY
TGF-f u CTGF [81]. VBennuenue koHueHTpanuu B kpoBu MJI-4 u KoauyecTBa
NJI-4 mpoayuupyromux T-KJIETOK AOCTATOYHO YacTO OOHAPYXKUBAIU y OOJIbHBIX

CCJ [82,83]. IIpodudpornueckas aesteiabHocTh MJI-13 BKiIOYaeT B ceOs Kak
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npsIMyl0 akTuBaiuio (GpuOpodiacToB, Tak cTuMyssiiuio cuuTe3a TGF-f [80,84].
Opnnako HecMOTps Ha TO, 4TO y O60abHbIX CCJl ypoBHHM WMJI-13 OblIM BBICOKMMU,
€ro pojb B CTUMYJIUPOBAHUU U nogaep:xkanuu puodposa tkaneit B CCJ] ocraercs
HEOIIPEIECIICHHOM.

Wnreppepon-ramma  (IFN-y)  sBnasercs  MOIIHBIM  HMHTHOMTOPOM
nponudeparnu ¢hudpobacTos, a TaKXKe CHUKaeT S1IIM u
tpancaupdepeHunpoBky (udbpodiactoB B muodubpodiacter [72].  Beuio
nokasaso, uro [FN-y nogasnsier ¢pubGpo3Hbie peakiivii B €CTECTBEHHBIX YCIOBUAX U
in vitro [85] u, ciaemoBaTebHO, MOXKET UMETh (DU3HOJIOTHUECKYIO (YHKIHIO B
KayecTBE HHJOTCHHOTO MPUPOJHOTO aHTU(UOpo3HOro Menuaropa. B psae
uccieaoBanuid 010 mokaszaHo, yro MJI-10 otmenbHo wnu B couetanuu ¢ IFN-y
MOJKET BBICTYINATh B POJIH pernpeccopa hubposHoro mporecca [86].

[lepuBackynsipHblE KIETKA OBUIM BIEPBBIC OMHCAHBI KAaK KIETKH, TECHO
CBA3aHHBIE C  DHAOTEIMAIbHBIM  CJIOEM  KPOBEHOCHBIX  COCYIOB  H
oOHapy>KHUBAIOIIMECS BO BCEX OpraHax M TKaHAX. B mMpouuiomM cyuTanock, 4To OHH
MOJIIEP>)KUBAIOT KPOBEHOCHBIE COCYIIBI, OJJHAKO Celyac MOHSATHO, YTO ATH KIETKH
UMEIOT MHOXeCTBO (yHKumii. COKpaTUTENbHBIE CBOWCTBA MEPUBACKYIISPHBIX
KJIETOK IO3BOJISIIOT PETyJIMPOBaTh KPOBOCHAOKEHHE MyTeM M3MEHEHHs AuamMeTpa
cocyna B OTBET Ha Ba3oakThuBHbIe BemiecTBa [87]. Kpome Toro, Heckoibko
UCCJIEIOBAaHUMN MPEAOCTABUIIN JOKA3aTENLCTBA TOTO, YTO MEPUIIUTHI MPECTABISIOT
co0ol JOKaTbHBIE MCTOYHUKH CTBOJIOBBIX KJIETOK. [IpW 3TOM TEpPHUIUTHI MOTYT
muddepeHnupoBaThCs B pa3NUYHBIE ME3EHXMMAJIbHBIE KIETKH, TaKHE Kak
ocTeo0acThl, XOHIPOUMUTHI, AAUMONUTEl U (udpodmacter [88]. Urto kacaercs
3peJbIX MYJIBTHIIOTEHTHBIX ME3CHXUMAIIBHBIX CTBOJIOBBIX Ki1eTOoK (MCK), To onm
SIBJITFOTCS YJICHAMHU CEMbH MEPUITMTOB M HAXOJATCSA B CHEIMATM3NPOBAHHON 30HE,
M3BECTHOW Kak repuBackyisipHas Huma [89], B koropoit MCK koHTpomupyeTcs
nepekpecTHol cBs3bio ¢ DK [87].

Takum o00pa3oMm, HUMEIOTCS OCHOBaHMS monarath, uyto MCK wmoryt
MPOUCXOIUTh W3 TEPUBACKYJISIPHBIX YYaCTKOB KOCTHOTO MO3ra H, BEPOSATHO,

neiictByror kak mnepunuthl [88]. MHTepecern Tor dakr, uro MCK mpu CCJ]



24

JEMOHCTpUpOBaIM NpodudpoTrueckuit (HEHOTUr, CIocCOOCTBYS TEM CaMbIM
pOrpeccUpoBaHuio  3aboneBanus  [66].  Ilepunutel, Haxomsimuecs B
MHKPOCOCYIaX, BBICTYNAlOT B KaueCTBE BaXKHEHIIIETo KJIETOUYHOrO HHTep(eiica
MEXIy CcOCydaMd M  CUTHaJIaMH  OKpykawlomux  TkaHed.  CorjacHo
(GYHKIIMOHAIBHOMY CTaTyCy OHHM KOHTPOJUPYIOT pa3BUTHE, CTAOWIM3ALUIO U
IeJIOCTHOCTH cocy1oB [90].

B nocnennee Bpemsi HCMONB3YIOLIMECS SKCTIEPUMEHTANbHBIE MOJIENU 1N VIVO
Ha cyOcTpaTax, MPOAYLUHUPYIOIIUX KOJUIAT€H, TOMOIJIM BBISIBUTh KJIETKH-
MPEAINIECTBEHHUKN TEPUBACKYISPHBIX MHUODUOpOOIACTOB. DTH UCCIEAOBAHUS
MOKa3aJi, YTO MEePUBACKYJISIPHBIC KJIETKU U pe3uAeHTHBIC (hUOPOOIaCThI SBISIIOTCS
OCHOBHBIMHU  HCTOYHUKAMU  MHO(PUOpOOIACTOB B  JKMBOTHBIX  MOJEIAX
XpPOHUYECKUX 3a00JICBaHUN TIOYEK, y4acTBYIOIIUX B ¢opmupoBanuu ¢udpo3sa.
beimo mokazaHo, YTO TEPHUBACKYJSIPHBIC SMOpPHUOHANBHBIE KIETKHU, KOTOPHIE
CIIOCOOCTBYIOT 00Opa30BaHUIO TEPUBACKYIISIPHBIX KIETOK B CKEJIIETHOM MBIIIIIE,
BbIpAa0aTHIBAIOTCS TE€HOM JE3WHTEIpUHA W MeTall TpoTeas3bl u3odpopma-12
(ADAMI12). OTOT reH noaaBisieTcsl y SKCIMEPUMEHTAIBHBIX )KMBOTHBIX, HO TTOCTIE
TPaBMbI PEAKTUBHPYETCS C IEJbI0 BOCCTAHOBJICHUS cocyaucToro pycina. Ilpu
XPOHUYECKUX Pa3APKUTEIAX ITOT KOMIICHCATOPHBIA MEXaHU3M MOKET MPUBECTH
K HEKOHTpoJaupyemMomy (pudpo3000pa30BaHUI0 C XapaKTEPHBIM OTCIOECHUEM H
murpanueii ADAMI12 + nepuBacKyJSIpHBIX KJIETOK B TKaHU C IOCIEIYIOIICH
TpaHcau(HEepeHIIMPOBKON B aKTHBUPOBaHHBIC MUOGUOpoOIacTs [91].

B psine uccnenoBanuit ObUIHM TPEICTABICHBI TAHHBIE O TOM, YTO Y OOJBHBIX
CCJl nabmiomaercs axtuBHas skcrpeccus rena ADAMI12 B MCK, xotopeie
npuBep>keHbl TTpoudpoTdeckoit akTuBHOCTH. Kpome 3TOrOo, OBLIO OTMEYEHO,
yTo reH ADAMI12 6511 noctosiHHO akTuBUpoBaH y O0onbHbIX CCJl 1 MOT UTpaTth
aKTUBHYIO poJib B nepenade curHanoB TGFP. Bo3moxkHOo, mocie moBpexaeHUs
aKTUBUPOBAHHBIE TMEpUBACKYJApHble KiIeTku ADAMI2 + wMoryr BHOCHUTH
OmpeNieNICHHBIM BKiIaa B (UOpO3UpPOBaHUE PA3IUYHBIX TKAHEW, UYTO SIBISIETCS

HeoOpaTumon konedHou craauein CCJI [68].
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Baxubim oxkazancs u 1oT (akt, uyto y OonbHbix CCJ] ¢ akTUBHBIM
cuapoMoM PeitHo mepunuThl U30BITOYHO BbhIpabaThiBatoT Oera-peuentop PDGF
U MeJlaHOMa — CBSI3aHHBIA BBICOKOMOJEKYJSPHBIA aHTUTEH, CHOCOOCTBYS
nposrdepanuy U yBEITUYCHUIO TOJIIMHBI COCYAUCTON CTeHKH [92].

B Hacrosiniee Bpemsi NOSIBASIOTCS MyOIMKALMA O TOM, YTO OJIOKATOp pocTa
sHAOTeNUs cocyaoB 1-3 u peuentopoB ¢akropa pocta (udbpobdiaactoB 1-3
(nunTemannO) obnamaer antuduOpoTHyeckoi akTuBHOCTHIO Tpu CCJI [93-95].
Opnako TpeOyrOTCS JIONOJIHUTENIbHbIE MCCIENOBAaHUSA JIS TOATBEPKICHUS
JUIMTEILHOCTA TonydyaemMoro »ddexra OT JedeHuss W HU3y4YeHHs MOOOUYHBIX
peakumii JanHoro npemnaparta. OcoOblil UHTEpeC MpeCTaBiIIeT 000CHOBaHKE, TTPH
Kakux kiauHuueckux BapuaHTax CCJl HasHaueHue HUHTenaHuba Oyner Oolee

000CHOBAHHBIM.

1.3. KiunHuveckasi KapTUHA JUMHUTHPOBAHHOH W aud@y3Hoii ¢opmbl

CCAa

Brigensror cnenyroniue BapuaHThl TEUSHHs 3a00JI€BaHUS:

e Octpoe  TeueHue  (HememWd,  MeECSIbI)  XapakTepuzyercs  OBICTpOit
reHepanu3aluel mporecca, MporpeccupyrmuMm  Guopo3oM  KOXKH |
BHYTPEHHHUX OPraHOB, BKJIIOYAs YacThle MOPAKEHHs] MOYEK IO THUIY OCTPOM
HedpomaTuu M TSKEIBIMUA COCYAMCTHIMU HapylieHussMu. Ha momto Takoro
BapuaHTa TeueHus npuxoaurcs 6,5 % Bcex ciyuaeB CC/I;

e Jlogoctpoe Tteuenme (1-2 roma). XapakTepHO IOCTENICHHOE HAYallo
3a00eBaHUsl C Pa3BUTHUEM apTPUTA, MOPAKEHUS KOXKHU C TOCIEAYIOMIeH ee
UHJypalueil, MOoIMMUO3UTa, MHOKapAWTa, UHTEPCTULMAIbHON MHEBMOHHH,
CEpO3UTOB, 330¢aruta u HedpomaTun. BucriepanbHas NaTOIOTUS MOXKET OBITH
nepBeiM  mposineHueM CCJl, Hepenko HaONIOMAIOTCA TEPEKPECTHHIC
CUHIPOMBI, y OOJIbHBIX BBISBISETCS  BBICOKAs  BOCHAJIUTENbHAs U
MMMYHOJIOTUYECKasi aKTUBHOCTb [MAaTOJOTHYECKoro mpouecca. JlaHHBII

BapuaHT TeueHnss CCJI Bcrpeuaercs B 30,5% ciryyaes;
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e XpoHuyeckoe TeueHue (MHorue rojbl). JliurenbHoe Bpemsi cuHApoM PeitHo
ABJIETCS] €IMHCTBEHHBIM MPOsiBIEHUEM 3a00eBaHus. [locTeneHHO BO3HUKAIOT

U MENJIECHHO IIPOTPECCUPYIOT MOPAXKEHUsS KOXMU BHYTPEHHUX OpraHOB,
XapakTepHO  pa3BUTHE  JIETOYHOWU

runeprensuu, CREST-cunapoma.

JlaGopaTopHbie TIOKa3aTeId Majl0 M3MEHEHbl. B 1eioM it XpOHHYECKOTo
CCa
Beusissiercst y 63 % 6onbpabix CCJI [1].

TEYEHUS XapakTepHO TMpeoOiajaHue COCYAMCTBIX MPOSBICHUH.

N3BectHO, uTo a1 CCJl xapakTepHa 3HaYMUTEIbHASI TETEPOr€HHOCTh. Pa3Hble

CY6TI/IHBI CCI[ CYIICCTBCHHO OTJIINYAaK0TCA MCXaHU3MaMHU Pa3BUTHUA

IMaTOJOI'MYCCKHNX peaKHHﬁ, KIIMHUYCCKHUMH  IIPOABJIICHUAMHU U IIPOTHO30M.

OcHoBubiMH ~ KIMHUYeckumMu  ¢opmamu  CCJl  sBmstorcss  nuddysHas u

JIMMUTHUPOBAHHAA, UMCIOINC CYINICCTBCHHBIC PA3JINYNA B KJIMHUYECKOU KapTUHEC U
IMPOTHO3C TCUCHUA. OcHOBHEBIE pas3inguAa IMpUBCICHLI B Ta6JII/III€ 1.

Ta6n1/1ua 1. OcHOBHBIE KIIMHHUYECKHE IMPOABJICHUA IIPHU HHMHTHpOBaHHOﬁ 151

muddy3noit hpopmax CCI.

[Tapamerp JlumutupoBanHas popma

Huddysznas popma

Koxa Yromuenue KOU | YToJIeHue KOKU

MIPOUCXOIUT MO3HO, | IPOUCXOIUT paHo,

OTPaHUYEHO JTUCTAIBHOM | pacIpoCTpaHsieTCs Ha

JaCTbIO IMPOKCUMAJIbHBIC YaCTH

BCPXHHUX n HIWKHUX | KOHEUHOCTEH 141

KOHEYHOCTEH, JIMIIA, IICH
Y BEpXHEHN 4acCTU Ipyau.
PacnpocTpanen

KaJIbIIMHO3.

TynoBuma. Ha mno3guein
cTagud OOJE3HH MOXKET

BO3HHUKATbh KaJIbIIMHO3.

Cocynpl

Cunnmpom Peiino Ooiee
BBIPAXKCH, POTEKAET
TSOKEIIO C JUTUTATbHBIMU
HEKPO3aMH.

PacnipocTpanensl

Cungpom PeitHo ware
BBIpaYKEH

HE3HAYUTEIIBHO. Ha
MO3IHEN cTaauu OOJIE3HH

MOTYT BO3HUKHYTh




[Iponomxenue Tabauns! 1

27
TEJICAHTMOIKTA3UU. TEJICAHTMOIKTA3UU.
[InmeBapurenbHas Yame BO3HUKaeT | Yacto HaOmoAaeTcs
cucreMa TUChYHKIMSA THIIEBOJA, | AUCPYHKIUS MUIIEBOAA.
yeM nopaxxenue | [lopaxkeHue KUIIEUHUKA
KUIIICYHUKA. SABIIAETCS Oonee
pacrpoCTpaHEHHBIM.
Jlerkue ®ubpo3 nerkux wMenee | Pubpos JIETKUX
4acThIN U MEHEE | BCTpEYaeTCs  dvalle W
TSKEIIBIN. Yame | 6omee BBIPAXKEH.
BCTpEYAETCs JlerouHas rUNEpPTEH3US
TsKETas JIETOYHAas | pexe.
TUIEPTEH3UA.
[Toukn [loueunsiit kpus peako. | [loueunsi KpH3
BCTpEYAETCA Yallle.
Acconmanus c | [IpeBanupyer  Hamuume | [IpeBamupyror aHTHTENA
aHTUTEIaMU AHTULIEHTPOMEPHBIX B TOIIOM30MEpPA3e.
aAHTUTEI. AHTHTENA k  PHK-
[oJIMMepase
BCTPEYAIOTCS 4acTo.

Haubonee cepbe3Hbie KITMHUYECKHUE TIPOSBICHUS JaHHBIX opM 3a00IeBaHMUS
U BBICOKAsi CMEPTHOCTbH SABJISIIOTCSI PE3yJbTaTOM HMHTEPCTULHAIBHOTO MOPAKEHUS
nerkux (MIIJI) wnam nerounoit aprepuanvHoi rumneprensuun (JIAILY). CCU-
accommupoBannoe WIIJI cBsizaHO ¢ yBennueHWeM HakorwieHUus (HuOPO3HOTO
KoJUlareHa M JPYruX MOJIEKYJ BHEKJIETOYHOTO MATPUKCA B MAPEHXUME JIETKHUX,

torna kak CCJl-accomuupoBannas JIAI' oOycnoBieHa ¢yHKIIMOHAIbHBIMU
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U3MEHEHUSIMU U CTPYKTYpHOU  ¢uOpornpoaudepaTuBHON  BacKyJonaTHEH,
3aTparuBaroIlei apTepUOIIbI JIETKMX MaJIOTO U cpeaHero kanubdpa [96-98].

N3BectHO, uto BhIpaxkeHHast JIAI' pazBuBaetcst 6osee uem y 15% mnanueHToB
¢ CC/. ITockonbky 3TO MposiBieHHE 3a00J€BaHUSI MOXET BO3HHKATh JaXKe MpHU
orcyrctBun sBHOro WIIJ (u3onmupoBannas JIAD'), To Hepeako ee OTHOCAT K
nepuunoit  JIAIT  [99-102]. OcnoBubiMu mnpuumHamu JIAD  sBisiroTCS
JUCPETYJIALMS aKTUBHOCTH MEAMATOPOB KOHTPOJIUPYIOIIMX TOHYC COCYAOB (B
yacTHOCTH, HHAoTenuHa-1 (OT-1). Bei3piBas ycuiieHHe Ba30KOHCTPHUKIIMUHU,
npoiaudepanuio HIAOTEIHAIBHBIX KIETOK, TUINEPTPOPHUIO0 TIHAAKUX MBI |
HeoOpaTUMOE peMOJICIMPOBAHUE COCYAOB B JieTkuX, JT-1, mo-BuauMomy, urpaet
OJIHY W3 KJIIOYEBBIX poJiell B marorenese accouunpoBannoit ¢ CCJ] JIAI [103]. ¥V
NarUeHToB ¢ u3oaupoBaHHOM JIAI yacTo BBISBISIOTCS aHTHUTENA K LIEHTPOMEPAM
(CENP-A/CENP-B). Cnenyer OTMETHUTh, YTO y TAIUECHTOB C JIMMUTHPOBAHHOM
dbopmoit CCJ] BepositHOCTh pa3Butust JIAI' BbIlie, yeM y nanueHToB ¢ 1uddy3HOM
dbopMoii, xoTsi UcTUHHAA pacnpocTpaHeHHocTh JIAIT u gakTopoB ee pucka Moka
u3ydyeHol HenoctatouHo. [lockonbky mporno3 y mnamuentoB ¢ CCH -
accoruupoBanHor JIAI' - cymecTBeHHO Xyke, 4eM Yy IMalMeHTOB 0e3 JEeroyHoi
TUMEPTEH3UH, TPEANPUHUMAIOTCS WHTEHCHBHBIC YCHUIIMA 10 pa3paboTke Oosee
YYBCTBUTEJBHBIX TUATHOCTHUYECKUX MAPKEPOB U 3 (PEKTUBHBIX METOAOB JICUCHUS.

Y mnammentoB ¢ guddysHoit ¢dopmoit CCH u Beipaxkenusim UIIJI
TUCTOJIOTUYECKOE HCCIEIOBAHUE JIETKUX OOBIYHO BBISBISICT HMHTEPCTUIIMATIBHBIN
¢ubpo3, KOTOPHIA SABISETCS OJHOPOJHBIM TIO BCEM TIOJISIM, TIPOSIBIISIETCS
KJICTOYHBIMU WHGUIBTpaTaMU U XapakTepusyetcs GuOpOo3HON HecrennuPpuaeckon
uHTEepcTULIMANbHOW nHeBMOHMe. [lpumepno y 10% mnaumentoB c¢ CCl-
accommupoBanHoii ¢ UITJI nHaGmromaroTcss WMHTEPCTUIMANBHBIC JTUM(OIUTAPHBIC
WHQUIBTPATBl B JIETOYHOW TKaHM TIpU OTCYTCTBUHM (ubpo3a (KIETOYHO-
Hecnienuduueckas MHTePCTUITMAIbHAS THeBMOHUS) [104].

OOBIYHBIN TIATTEPH HMHTEPCTUIIMATIBHOM ITHEBMOHUH, XapaKTEPU3YIOIIHHCS
COYETAaHHUEM HOPMaJIbHOM TKAaHM JIETKOrO C Yy4yacTKaMu IUJIOTHOro ¢udpo3a u

odaroB (pudbpoodmactoB, BcTpedyaercs y 30% mamuentoB ¢ CCJI-acconmupoBaHHBIM
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NIDIL. Y 51Ol rpynmbl NAIMEHTOB BBIABIAIOTCA AaHTUTENA K TOIIOM3oOMeEpase, K
Th/To, a Taxxxe npyrue muHOpHBIe anTHTea [105].

[laTtonorust mouexk y OonbHbix CCJ] kpaiiHe paszHooOpa3Has. Hexortopsele
BapUaHThl UMEIOT TECHYIO CBS3b C MATOI€HE30M CHCTEMHOM CKJIEPOIEPMHUH,
JIpyrue ke 00yCIOBJIEHbl BTOPUYHBIM MOPAKEHUEM JIETKHX, CEPALlA, JKETyT04YHO-
KUIIEYHOTO TpakTa, MPUMEHEHHEM JICKapCTBeHHbIX mpemnapatoB  [106].
[IaTHaguaTuneTHss BbDKUBaeMocTh OonibHbIX CCJ] 0e3 mnopaxeHUss mOuYeK
cocraBnsier 72%, mpu HanMMuMK ee mpusHakoB — He Oonee 13%. Ilpu octpom

MOpa)KeHUH MOYEK S-JIeTHSS BBDKUBAEMOCTh COCTaBIsAeT Jiniib 23% [107].

1.4. Poab ayroanTuten B guariocruke CC/{

CkieponepMa-crieliiuueckiue  ayTOaHTUTENa  OOHAPYXKUBAOTCA B
CBIBOPOTKE KpPOBHU TMpakTH4YeCKH y Bcex manueHtoB ¢ CCJI, mpuyeM OHH MOTYT
OBITh ACCOLIMUPOBAHBI C OTACIBHBIMU (DeHOTUNaMu OO0Je3HHU, a UX YpPOBEHb
KOJICOJIETCS B 3aBUCUMOCTH OT aKTHBHOCTH 3a0oseBanus [108]. AHTHHYKIICapHbIC
antutena (AHA) Obutn oOHapyskeHbl npuoimu3uTenbHo y 85 % maruentos ¢ CC/I.
[Ipy MOBTOPHBIX HCCIENOBAHUSIX IO MEpPE MPOTPECCUPOBAHUS OOJIE3HU OHHU
obHapyxkuBanuch yxe B 98 % [109-111]. Beuiu ommcaHbl TPU TJIABHBIX
umMMmyHoJorndeckux — noarpymmsl  npu  CCJl, kaxkmas U3  KOTOPBIX
XapaKTeprU30BaIach PA3NIMYHON CTPYKTYpOH KIMHHUYECKUX CUMIITOMOB: aHTHUTEINA
k JIHK-tomomsomepaze | (anti-topo I), anTHTENna K LEHTPOMEPHBIM OeiKam
(CENP-A,-B,-C u -D) u anturena k PHK-nomumepasze 3 (RNAP 3). Kaxnasie u3
stux AHA MoryT ObITh BbIsIBIIEHBI puMePHO B 20-25 % ciyyaeB CCJl. Anturtena
k Tonouzomepase (ATA) obnapyxuBatotcs y 23% nauuentoB ¢ CCJl u 00b4HO
CBS3aHBI C BBICOKOM YacTOTOM JIETOYHOTO WMHTEPCTULHAIBLHOTO (Hhubpo3a,
MIOPAXEHUEM CEPIACYHO-COCYJTUCTON CUCTEMBI W PaA3BUTHEM OHKOJIOTHYECKUX
nporeccoB [9,11,111-113]. Antutena k nentpomepam (AIlA) B xomMOHMHAIUU C
CUHAPOMOM PelHO SIBISIOTCS Ba)KHBIM AuarHoctuyeckum npuzHakoM CCJI. Onu
BcTpevaroTess y 28 % mnamuentoB ¢ CCJI] u comnpspKeHbl ¢ HU3KOM YacTOTOM

pa3BUTHS TMOpaKEHUs JEerkux u rnodek. [lamuenter ¢ aHtutenamu k PHK-
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nonumepase (at-PHK) umeror Boicokuil puck pazsutus nuddysnoit popmer CCJ
Y TIOPAKEHUS MOYEK, a TAK)KE HU3KUE MTOKA3aTeNU MPOIOJKUTEIbHOCTH KU3HHU.

CymectBytor Takxke antutena K (uOpummapuny (U3RNP), koropsie
BBIABIAIOTCA Juiib y 7 - 9 % mnauuentoB ¢ CCJl, HO OOBIYHO CBSI3aHBI C
TudPy3HBIM MOPAXKEHUEM KOXKHBIX MOKPOBOB, CKEJIETHBIX MBIIII U Pa3TUYHBIX
BHYTPEHHHUX OpPraHOB, a TAaKXKE C JIETOYHOM THIepTeH3uedl u (popMupoBaHHEM
TeneaHrnodkrasuii [114-117]. B rpymnmy Tak Ha3bIBa€MBIX MUHOPHBIX QHTUTEI
(peaxo BcTpeuaroluxcsi) BXOAAT aHTHTena kK PM/Scl, koTopbie BBISBIAIOTCS Y
00bHBIX JIOKaNM30BaHHOK (opmoit CCJI, a Takke y mamueHTOB ¢ Overlap-
CUHAPOMOM U HE MPEJIOoJIaraloT Cepbe3HOT0 MOPAKEHUS BUCIIEPATIBLHBIX OPraHoOB.
Kpome HUX, B Tpyniy MUHOPHBIX aHTUTEN BXOIAT Takxke aHTuTena kK To/Th RNP
(BesiBIsITOTCSE B 4 %  ciydaeB), KOTOpble 0Oojiee  XapaKTepHbI s
mumutupoBanHoi ¢opmbl CCJl, antutrena xk UI-RNP (BousiBmstores y 6 %
HaIKUeHTOB), cBsi3aHHbIe ¢ OVerlap-cuaapomom CCJl/cucteMHas KpacHasi BOJTYaHKa
WM CMEIIIaHHBIM 3a0osieBanueM coeauHuTenbHo Tkanu (C3CT), antutena Ro (9
%), XapaKTepus3ylT TsKelloe U OBICTpO MpOorpeccupyrollee TeueHue O0Jie3HH,
BKJIFOUYAsl BBICOKMM IPOLEHT Pa3BUTHS MOYEYHOW HEJOCTATOYHOCTU U JIETOYHOU
TUNIEPTEH3HUH, TUIIOTUPEO03a, TOPAKEHHSI TOHKOTO KHIlIeuHHKa. HakoHen, B 3Ty ke
rpyniy BxoadT u anturena Ku, Jo-1 u PL-7, koTtopeie BcTpeuarotTcs nuib y 5 %
nanmedToB ¢ CCJl, HO MoOryr BbIIBIATBCS mpu  Overlap-cunapome
CCJll/monmumuo3ut, u antutena Jo-1, onpenensieMble Mpu AepMaTO/TIOTUMHUO3UTE C
UHTCPCTHUIIMATIBHBIM JISTOYHBIM (puOpo3om u cunapomom Peitno [11,110,112,118—
120].

Cnenyer otMetuth, uTo couetanue Hdtux CCJl-cnenuduyueckux
ayTOAHTHUTEN BCTPEYACTCS JIOCTATOYHO PEIKO y OJHOTO OosipHOro [121,122]. Tak
UMEIOTCA CBEACHUS O TOM, YTO JaXe CTOJb BAaXKHBIE TUArHOCTHUYECKHE
uMMmyHosiornueckne mapkepsl kKak ATA u AL[A COBMECTHO BBISBIISIFOTCS JIUIIb Y
0,52% 6ompaBIXx CCJ] [123].

MHorue uccnenoBaTenu MpoaoJLKAT OnuchiBaTh HOBbIE accounanuu CC/I-

CHeI_[I/I(bI/I‘-ICCKI/IX AHTHUTCII C KOHKPCTHBIMHU KIMHNYCCKHUMH CY6TI/IH3MI/I
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3a0oneBaHus. B 0AHOM M3 Takux HcCClieTOBaHUM OBLIO MOKA3aHO, YTO Y OOJIBHBIX
mumutupoBanHoit popmoit CCJl ¢ anamue3om Oosiee 15 ner, ObLIM BBISBICHBI
antutena Tonbko K To/Th mmm toaeko AILIA. MuTepecHo, uro To/Th anturena
aCCOLIMMPOBAIUCH C OrpaHHueHHOM KoxHOU (opmoit CCJI, HO 3HAYUMBIM
nopaxxenuem Jerkux (74%), ckiepoaepmudeckumu noueunbiMu kKpuzamu (CIIK)
(5%) u BBICOKOW CMEPTHOCTBIO MO CPAaBHEHUIO C Ipynnod mnauueHtoB ¢ AllA
[119]. Antutena U3-RNP (kOMIIOHEHTOM KOTOPBIX SIBISIETCS (UOpHIUIAPHH),
aCCOLIMMPOBAIHUCH C JIETOYHOM TMIIEPTEH3UEH KaK y MalMueHToB ¢ 1udPpy3HOH, Tak

u orpannyeHHoi popmoit CCJI [116,124-126].

1.5. OneHkKa coCcTOAHUSA COCYANCTOro pycJa 'y 6oabHbix CCJL

Kanunjaspockonus HOITeBOro JoxKa

Kanumisipockonusi  HOTTEBOTO  JIo)Ka  SIBIIIETCSI  HEWHBA3UBHBIM U
0e30MacHBIM METOJIOM JJIi MOP(OJIOTHYECKOT0 M3YUSHUs MHUKPOIUPKYIAuu. B
1928r G.E. Brown u P.A. O’Leary BnepBbie ONUcaId U3MEHEHUS KaMWJUIIPOB MIPU
CHUCTEMHOMW CKJIEPOJEPMHH B BHUJIE UX PACIIMPEHHS U YMEHBIIECHUS KOJM4yecTBa. B
Havane 70-x romoB Maricq H.R., LeRoy E.C Obimu mepBbiMH, KTO pa3padboTan u
OPENJIOKUT  JJIsl  KIMHUYECKOrO0 TPUMEHEHUS MOIU(UIIMPOBAHHBIM METOA
UCCJIEOBaHUs KalWUISAPOB — IIMPOKOMNOJIBHYIO KAamWJUISIPOCKONHUI0 HOT'TEBOTO
noxa. Ero cyTe 3akiroyanach B MCCIEAOBAHUM KaIMIUISPOB MPH HEOOMBIIOM (OT
12 no 40-kpatHOM) yBenuYeHUW MUKpockona. OOBEKTOM HAOIIOACHUS MpH
MIMPOKOINOJIBHONW KaNMWJUIIPOCKONUK  SIBJISUIUCH KaNWIUIAPbl HOITEBOTO JIOXKa,
IIOKPBIBAIOIINE KOPEHb HOTTEBOM ILUIACTUHKU. B 3TOM 30HE MMEETCS CBOMCTBEHHOE
TOJIBKO J1JI1 HOTTEBOTO JIOKa MapajuleIbHOE PaCO0KEHUE COCOYKOB JIEPMBbI, UTO
JaeT BO3MOXHOCTh BHU3yaju3allid KaNWUIIPOB B MPOJOJIBHOM CEYCHUH.
He3nauutenpHOE yBENWUYEHHE PACIHIMPSIET IMOJE 3PEHUS U JEIaeT BO3MOMKHBIM
UCCIEOBAaHUE HE  TOJBKO  OTHAENbHBIX  KamWUIAPOB, HO U  OILEHKY
MOpPGOIOrHYecKUX U (YHKIIMOHATBHBIX U3MEHEHUN MUKPOIIUPKYJISITOPHOTO pycia
B uenoM. B HopMe Kamuiiasipel  HOTTEBOIO  JIOXKA  XapaKTepU3YHOTCS

YHOPAAOYCHHBIM, IIapaJUICJIbHBIM PACIIOIIOKCHUEM OAMHAKOBBIX IIO pasMCpaM H
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dbopme KanuuIIpoB, COCTOSIIUX U3 BOCXOJISINNECH U HUCXOASIICH NeTiI, 0COOCHHO
XOPOIIO BUIUMBIX B TUCTAIBHOM psijie [127].

Kanumnsipockonuueckass KapTUHA MAlMEHTOB C MEPBUYHBIM CHHIPOMOM
PeitHo uMeeT xapakTepHble TMPOSBICHUS - KaMWUISPhl JIUCTAIBHOTO psija
OJIHOPOJHOTO pa3Mmepa, PEryasipHO pPaCIOJOXKEHbl B OJHOW ITUIOCKOCTH U UX
KOJIM4ecTBO Kojebsnercs B 1 mMm? oT 8 nmo 14 (co cpegnum 3HadyeHueMm 9). Y
NAllMeHTOB C BTOPUYHBIM CHHIPOMOM PeWHO BBISBISIOTCS CTPYKTYPHBIC
MOBPEXKACHUS KAMUJUISIPOB, KOTOPHIC YBEIUYUBAIOTCS B pa3Mepax U PaCIIUPSIOTCS
Ha (Qone '"morepu" KanwusipHoro pycia. OJHOBPEMEHHO OTMEYaeTCs
dbopMupoBaHUE IPOTrPECCUPYIONIECTO HEOAHTHOTEHE3a.

Kanumisipockonus mo3BossieT MOCTaBUTh JUAarHO3 cUHApoma PeiiHo ere g0
OCHOBHBIX KiauHu4eckux mnpuszHakoB CCI. VYV wyactu OGombubix CCJ ¢
W30JMPOBAHHBIM CHHAPOMOM PelHO mpu KanmwuUIApOCKOIMH MOTYT HAOIOIAThCS
T€ WM WHbIE W3MEHEHHUs KalWULIpOB, 4Yallleé BCEr0 COOTBETCTBYIOIINE
CKJIEPOJEPMHUYECKOMY THUITY.

Huddepennmanpias IUarHOCTHKA IMEPBUYHOTO U BTOPUYHOTO CHHIPOMA
PeiiHo nMeeT MpUHIMIHAIBHOE 3HAUCHHE JIJISl TPOTHO3a U JICUEHUS STUX OOIBHBIX.
Hcxoauple KanmIIsipOCKOMUYECKUE MapaMeTphl y MAIMEHTOB 0€3 KIMHUYECKUX
npusHakoB rporpeccupoBanuss CCJl CylIecCTBEHHO OTIMYAIOTCS OT IMOKa3aTelnei
KalmUBIPOCKONIUKA Yy OOJIBHBIX C TMPOTrpecCHpyIoleil KapTHUHOW 3a00JieBaHMUS.
[IpocniekTHBHBIE HCCIIEIOBAHUS TMOKAa3ald, YTO y MalMEHTOB C W30JIMPOBAHHBIM
cuHapomMoM PeiiHOo mnokazarenu Kamwuigpockonun B coyetanun ¢ CCl-
cnenupUYEeCKUMHA aHTUTEIaMU TI03BOJBUIM TMPOTHO3UPOBATH MPOTPEecCUpyIoIee
teaenne CCJl B 47%, 69% u 79% B Teuenne 5, 10 u 15 net [128]. Hanpotus, npu
UCIIOJIb30BAHUM TOJIbKO Kanuiuisipockonuu (6e3 onpenenennss CCI-cnenunuuunbix
AHTUTENI) TMPOTHO3MPOBAHWE TIEpexoJa OT HecHeuPUUEeCKuX H3MEHEHUH B
knHIYeckyro kaptury CCJl moarBepskaanock b y 15% namuenTos [129].

B psine uccnenoBanuil Obla BeICOKas CIIEU(PUIHOCTh U YyBCTBUTEIBHOCTh

kamwuispockonuu npu CCJI (Tabnuna 2).
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Tabmuma 2. CpaBHEHHME  YYBCTBUTEJIBHOCTM U CHEHUPUUYHOCTH

Kanwupockonuueckux namenenni npu CCJI.

ABTOp YHyBCTBUTEIBHOCTD CrneunuaHoCcTh
Blockmans D et al. 1996 100 93,5
Lee P. et al. 1986 100 81,3
McGill NW, Gow PJ, 1986 80 89

B 200lr. wuyBctBUTEenbHOCTH KpuTepueB ACR mnpu nuarHoctuke
aumuTHpoBaHHON ¢Gopmbl CCJl ObUTa 3HAYUTENBHO yBEIMYEHA C J00aBICHUEM
KalmWJUSIPOCKOIIMYECKOT0  METOoJla uccienoBaHusa (pacmmpenue u  '"moreps”
KanWUISIPOB, BBIABICHUE TeneaHrnodkrasuit) ¢ 34% no 89% [130]. Kpome Toro,
BBISIBJICHUE  CKJIEPOJIEPMUYECKUX MATTEPHOB MO JAHHBIM KalWJUISIPOCKOIIHUHU U
CCA-cnenuduuasix anTuTen, rpynmna skcreproB ACR mpemioxuia cYuTaTh
JOCTATOYHBIM ISl JUArHOCTHKU paHHel ctaauu (moxnuuundeckoit) CCJI [131]. B
nanbHeumeM, HaunHas ¢ 2013r., 1aHHBIE KaNWIISPOCKONMM BOLUIM B KPUTEPUU

muarnoctuku ACR/EULAR.

Knaccuduxanmonnsie kpurepuun ACR/EULAR, 2013. (namuume 9 uz 28

6ainoB - onpenenennas CCJI).

Tabnuna 3. Knaccudpukanmnonnsie kpurepun CCJ/[- ACR/EULAR 2013 1.

Kpurepuit [Tonkpurepuii

YToseHne KoKy NajiblueB 00enx - 9
PYK, IPOKCHUMAJIbHEEe MACTHO-
(asaHroBbIxX cycTtaBoB (00/1b1101

KpHuTepuii)

YToJIeHue KOKM NaJbleB (TOJbKO| [110THBII OTEK HaIbIEB 2

0oJ1ee BBICOKHI 0aJL1)

CKHCpOI[aKTI/IHI/ISI (OT KOHYMKOB IIAJIBIECB A0 4

ISICTHO-(DaJTAaHTOBBIX CYCTaBOB)
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I[HoBpexneHne KOHYUKOB NAJbIIEB JururanbHbie s3BbI 2

[TocTrsa3BeHHBIE pyOIIOBBIC H3MEHEHHS 3

KOHYMKOB ITAJIBIICB

TeneaHTrHOIKTAZNH - 2

IIaTosoruueckue M3MeHEHHUS MO - 2

manueiM KHJI

JIAT" n/unm uHTEpCTHIHAIBLHOE JIAT 2

nopaskeHue Jierkux (Max. 2 6anja)

MHTEPCTULIUAIBHOE MOPAKEHUE JIETKUX 2
Cunapom Peiino - 3
CC-cnenu¢uyHbie ayTOaHTUTEIA Makc. 3 Oaia 3

(anticentromere,anti—topoisomerase
I [anti-Scl-70], anti—
RNApolymerase I11)

OcHoOBHas poyib MPOSIBICHUH B BUJZE '"MOTepU" KaMWIUISIPOB HAXOAUTCS B
accouMaluy C JIETOYHOM apTepHalbHON THNEPTEH3UEH, MOPaXKEHHUEM Ceplla U
nerkux [5,132-135]. VYcraHoBiacHa KOppENALHsS MEXAY BBIPAKCHHOCTHIO
KalWUIIPOCKONIMYECKUX W3MEHEHUM C aKTUBHOCThIO U mnurtenbHocThio CCl, a
TaK)Ke OPaKEHUSIMUA BHYTPEHHUX opraHoB. Oka3anoch, uro jiuutenbHocTs CC/ y
OOJBHBIX CO 3HAYUTEIHLHBIMHU ABACKYJISIPHBIMU y4acTKaMHU B CPEJHEM COCTaBHIIA
10 net, Torma kak y OOJNIBHBIX 0€3 aBaCKYJISPHBIX Y4acTKOB — TOJBKO 5 et [5].
Maricq H.R. u coaBTropbl HaOMIOJAIM KOPPEISIHMIO CTEIICHW W3MEHEHUH
KalWUIAPOB C YHUCJIOM BOBJIEYEHHBIX B MATOJIOTMYECKHM MPOLIECC OPraHOB U
WHTCHCUBHOCTHIO MPOBOAMMONM HWMMYHOCYNPECCHUBHOM Tepanuu. Ilpu sTom
IUIOTHOCTh KANWJUIAPOB ObUTa MEHBINE, a YHUCIO PACHIMPEHHBIX KaIMWIISPOB
OombIie y OONBHBIX C TUTUTATHHBIMA SI3BAMHU, PE30POIMEH TUCTANBHBIX (PalaHT H
TeneaHrnodkrazusiMu. Ong Y.Y. W CoaBTOpHl BBIABUJIM JOCTOBEPHO Oosee
BBIPOKEHHOE YMEHBIIICHHE YHUCJIA KAMWUIAPOB y OOJBHBIX JMMHUTHPOBAHHOM
dopmoit CCJl ¢ neroyHoi TrumepTeH3WEd MO CpPaBHEHUIO C OOJIbHBIMU 0€3
nerounoit runeprteH3un. Ohtsuka T. W COaBTOpPBl YCTAHOBWJIM 3HAYUTEIBHYIO

KOPpC/AOUIO BEIPAKCHHOCTHU KAIIMIVIAPOCKOIIMNYCCKUX W3MEHEHUI C MOBBLIIICHUEM
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JABJICHUsI B JIETOYHOM apTEepuu, CHIDKCHHEM JKU3HEHHOM EeMKOCTH U
muddy3nonHol cnocodHocTH Jnerkux. Crienyer OTMETUTh, YTO y OOJIBHBIX C
MEPBAUYHON JIETOYHOW THUIIEPTEH3UEN 3HAYUMBIX HU3MEHEHHUN LIMPKYJSITOPHOIO
pycia TMpu KaOWUIAPOCKOIUYECKOM HCCIEAOBAHUU BBIIBUTH HE YJAlOCh.
[I10THOCTH KanmWJUIIpOB OblIa HMKE y OOJIBHBIX C BbICOKMM 3HaueHueM COD,
(¢ubpuHOreHa W PEeBMATOUJHOTO (PAKTOpa, a YUCIO PACIIMPEHHBIX KaNWJUISIPOB
Obuto Oosblie 'y OONBHBIX ¢ moBBIMIEHHBIM ypoBHeM CPB [135-138].
[IpocniekTUBHBIE HCCIEOBaHUS, B KOTOPBIX KaMWUIIPOCKOMUS HCIOJIb30BAIAChH
Obl 1 mporHosupoBaHusi ocnokHeHud CCJI u  omeHku d3PGHEKTUBHOCTH
Pa3IMYHBIX METOJIOB JICUEHUS, TTOKA SBHO OTPAaHUYCHBI U TPEOYIOT KOMILIEKCHOTO
noaXo0/a.

B psne myOGnukanuii mpuBOAATCS JTaHHBICE O TOM, YTO MEX]y aHTHTEIAMH,
cnenuduyeckumu s CCJIl, u mokazarensMu KanuUBIPOCKOTTUU HUMEIOTCS
npsiMble B3aUMOCBsI3H. bojee Toro, ObUIM yCTaHOBIEHBI KOPPENAIIMOHHBIE CBSI3U
mexay CCl-cnennduueckuMu aHTHTENIaMH W aHTHTENIaMH K SHJIOTENHaIbHbIM
KJIETKaM. YPOBHHU aHTHUTEN K SHAOTEIUANIBHBIM KJIETKaM ObUIM BBIIIE Y MAIlHEHTOB
C MO3JHUM IMATTEPHOM IO CPABHEHUIO C paHHUM M aKTUBHbIM narrepHamu. [Ipu
3TOM Oo0Jiee BBICOKMM KOXHBIM cuer 1o PogHaHy W TopakeHUE CepAcdHO-
COCYAHMCTONW CUCTeMBbI ObUIM CBS3aHbI ¢ Hanmuyuem y OonbHbiXx CCJl aHTHTEN K
SHAOTEIMAIBHBIM KJIETKAM M TSKEIbIMU MHKPOCOCYIUCTHIMU TMOPAXKEHUSIMU.
NMeroTcs OCHOBaHUSI CUUTATh, YTO AHTHUTENA K DHAOTEIUAIbHBIM KJIETKaM MOTYT
UTpaTh BaXKHYIO POJIb B IMPOrpeccUpoBaHUM NoBpexaeHus sHpotenus mnpu CCJ
[139]. Psn uccnenoBaTeneli mojiaratoT, 4To 4acToTa BeIaBiIcHHS ATA 3HaYUTCIBHO
BbIllle TIpU" akTUBHOM" W "Mmo3gHeM'" TMAaTTepHE, B TO BpeMs Kak OOHapyKeHHE
AIIA 6buto cambiM BbicOKHM y OonbHBIX CCJ] ¢ "pamnum" mattepHom [115].
Pacummpenne kamwuiapos, “noteps’ kanwuiapoB U CCJ-cnemuduueckue
ayToaHTUTeNa He3aBucUMO ObuiM Mapkepamu pa3Butusa CCJl. Hapsay c stum
AIIA u anturena x Th/To accouuupoBaiuch C pacHIMPEHUEM KaMUJUISIPOB, a
anturena Kk PHK-mommmepase III accoumumpoBanuchs ¢ “‘norepei” KanmusuisipoB.

Baxno OTMCTHUTD, YTO Kﬁ)KI[I)Iﬁ N3 BUAOB IIPCACTABICHHBIX aHTHUTCII OBLJI CBSI3aH C
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ompeAeneHHoW kapTtuHol moBpexaeHus MIP. Tak y 79,5% mnanueHTos,
MMEIOIIUX OJUH M3 3THX BUAOB aHTUTEN M crneuuduueckue HapyumeHus MIIP B
Hayasie ucciuenoBanus, nuarHo3 CCJl ObLT MOATBEPKIEH B XOJA€ JalbHEHIIEro
HaOmonenus. [lanueHTsl ¢ Haau4yueM JABYX HMMMYHOJIOTHYECKHUX MAapKepoB H
Hapymenuss MIIP umenu B 60 pa3 OO0JblIyI0 BEpOSTHOCTb PA3BUTHS
onpenenenHoi CCJI. IlpuBeneHHble naHHBIE B 3TOM paszesie 0030pa JUTepaTypbl
NOJATBEPAMIA BBICOKYIO UYYBCTBUTEIBHOCTh U CHEUU(DUUHOCTH MPEITIOKEHHBIX
UMMYHOJIOTUYECKUX MApPKEpPOB M  KaAMWUISPOCKONMUYECKUX KPUTEPUEB IS
nuarnoctuku pannein CCJI [128,140,141].

1.6. Ilpunuunsl devyenns CC/Q

Cnoxnbiii matorene3 CCJl oOycioBnuBaeT HEOOXOAUMOCTh KOMIUJIEKCHOM
Tepanui. MeauKkaMeHTO3Has Teparnus BKJII0YaeT B ce0s TP TPYIIbI MPErnapaTos,
KOTOpBhI€ OKa3bIBAIOT BJIUSHUE HAa OCHOBHBIE NATOT€HETUYECKUE MEXaHHU3MBI
naHHOTO 3a0o0isieBaHus. B nepByto rpynmny BXoasT aHTuduUOpo3HbIie npenapatsl (/-
NEHUIWIUIAMUH, AUYUU(OH, KOJIXUIMH, MaJeKacoll, HHTep(epoH, YHUTHOI,
nuaasa). Bropas rpymnma jeKapCTBEHHBIX CPEACTB MPEACTABIECHA HECTEPOUIHBIMU
MPOTUBOBOCHIAJIUTENBHBIMUA TIpenapataMu W uMmmyHozemnpeccantamu (HIIBII,
TIIFOKOKOPTUKOCTEPOUIbl, aMHHOXMHOJMHOBBIE TMpenaparbl, IUKIohochaMul,
a3aTUONPHUH, METOTpPEKCcaT, IMKIOCIOPUH, MHKOo(eHoaTa MOo(deTun, TIeHHO-
WHKEHEPHBbIE OMOJIOTMYECKUE TpernapaThl - pUTyKcuMad, HuHTenanu0). B TpeTbio
— cocyaMCTbhle mpemnaparbl (0JIOKaTOphl KaJbIIMEBBIX KaHAJOB, Ba30AMJISATATOPHI,
npernaparsl IPYINIbl  [MPOCTAHOWIOB, J€3arperaHTbl, HUKOTHHOBas KHCIOTA.
Baxnoe wmecto B nedyenun OonpHbIX CCJ] 3anumator wunruobutopsr AllD
Omarozaps cBoeMy Kapauo- U He(PONPOTEKTUBHOMY JIEHUCTBUIO (OCOOCHHO MpH
pa3BUTHU OCTPOH CKIIepoaepMuIecKkor HedpomnaTun) [1].

[uknodochamua paccmaTpuBaeTcs B KauecTBEe Mpemapara BblOOpa is
JICUEHUS] MHTEPCTUITMAIBHOTO MopakeHus Jierkux y manuentos ¢ CCJI [142-144],
OJIHaKO, IO JaHHBIM JIUTEPATypbl, Ha (OHE €ro MNPUMEHEHHUS OTMEYEHO
HE3HAUUTEIbHOE U BPEMEHHOE YJyUYlIEHHE CO CTOPOHBI JeroyHoro ¢ubposa, B

CBSI3U C YE€M IPOJIOJKAETCS OLeHKA d(PPEKTUBHOCTU U O€30MACHOCTU MPUMEHEHUS
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T€HHO-MHKXEHEPHBIX OMOJIOTMYECKUX TMPenapaToB, CpPeAd KOTOPBIX OOJbIIOE
BHUMaHUE yjeisieTcss putrykcuMaly. HakannuBaronuecs JaHHbBIE O TOABIISIONIEM
JNEeUCTBUM pUTYKCMMa0a Ha TUIEpaKTHBALUIO B-KJIETOK B SKCHEPUMEHTaX U
pe3yabTathl yenemnou tepanuu 6oapHbIx CCJl moAaTBEpkAatoT, 4YTO BO3JICUCTBUE
Ha B-kieTku, yyacTBytonme B THIEPIPOTYKIIUU MPOBOCIATUTEIbHBIX IIUTOKUHOB,
MOXKET ObITh  3h(EKTUBHON  TepaneBTUYECKOW  MuUllleHbl0. OCHOBHBIMHU
MOKa3aHUSAMHM JISl TEPANUKU PUTYKCUMAOOM SIBIISIFOTCS TTOPAKEHUE KOXKH, CYCTaBOB
U WHTEPCTUIIMAIPHOE TOPaKEHHE JIETKUX, B TOM YHCIE HE OTBEYAIOIIME Ha
crangaptHyio tepanuio [144,145]. B HEKOTOpBIX HCCIICIOBAHHUSAX MPUMEHCHHUE
mukodenomara moderuna (MMD) B Tteuenue roga y mnammeHToB ¢ CCJI
CrocOOCTBOBAJIO CHMIKEHMIO TJIOTHOCTH KOXKH, BbIpaxkeHHOCTH mnopaxenus CCC,
noKa3aTeneil MMMYHOJOrndeckux Hapyumenuii, akruBHoctd CCJI. laHHbIe,
MOJIYYEHHBIE TIPU OIICHKE BEHTWISIMOHHOW (DYHKIIMH, TO3BOJISIOT MPUMEHSTH
MM® vy OGoaeubix mpu CCJI ¢ mnopakeHueM JIETKMX KaK B KaueCcTBE
WHIYKIWOHHOW, TaK M B KAadyeCTBE NOJJICPKUBAIOLIEH TEpamuy IOCJE JICYEHUS
mukinopochamunom [142,146,147]. B Hacrosiimee BpeMs HayaThl KayeCTBEHHBIC
KIUHUYEeCKue wucnbiTanus Touunuzymaba mnpu CCJ. HemaBHO moOSIBUINCH
NpeIBapUTEIbHBIE JaHHBIE O JBOMHOM CJETNOM IUIalie00KOHTPOIHPYEMOM
kmuHudeckom uccnegosanuu 11/ ¢a3zel, B koTopom 43 60mbubix CCJl B TeueHue
48 Henenb eKeHeAeIbHO Hmoaydann 162 Mr tommmmsyMadba moakoxao [148,149].
Hasnauenne Ttommnmsymaba B kauectBe Ttepanuun CCJ umeer cepbe3HbIe
TeopeThiyeckue 000CHOBaHUA. [lepBbIii ONBIT NPUMEHEHHS TOUWIM3ymMada B
KJIMHUYECKON TMpaKTUKE TO3BOJIAET paccMaTpUBaTh €ro Kak Oe30macHbId U
sbdexTuBHBIl Tpemapar mnpu nepekpectHeix (popmax CCJI, ocobeHHO B
couetanu ¢ PA wunum nonumuosutoM. B 3TOM maHe ToHMAM3yMald MOXKET
NOTEHITUAIBHO YIyUIIUTh Hcxo 1 Tshkenoro aprpurta ipu CCJL [150]. B Hacrosiiee
BpEMs BEJIETCSI MOUCK HOBBIX F'€HHO-MH)KEHEPHBIX MpenapaToB, KOTOPbIE CMOTIU
Obl 0OoJiee aKTUBHO BIUATH HA Pa3BUTHUE U MPOrpeccUpoBaHHEe (PUOPOTUUECKUX

MIPOIIECCOB, a, CeAoBaTeNbHO, HAa 3 dekTuBHOCTD JeueHus CCI.
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I'’TABA 2
MATEPHAJIBI U METO/IBI UCCJIEJOBAHUS
Hacrosiiee wuccienoBaHre  MOCBSIIEHO  OCOOCHHOCTSM  MOPaKCHHS
MUKPOIUPKYJIATOPHOTO pycia TpPU CUCTEMHOM CKIEPOJEPMHUHU, a TaKKe
PacIpOCTPAaHEHHOCTH W OCOOCHHOCTSIM TEUEHHS KOMOPOWIHOM MaTOJIOTHUU MpHU
muddy3noit n mumutuposannon popmax CCJ. B nepuoxa ¢ 2011 no 2013 rr. Ha
0azax wkimHHYeckoro otaeneHus DOI'BY «HUMIL um B.A.Anmazosay, HUO
aprepuasibHo  runeprensun OI'BY «HUMII wum  B.A.Anma3oBay,
pEBMATOJIOTMYECKOro otneneHust JleHuHrpajackoi 00JacTHOM — KJIMHMYECKOU
OOJIbHUIIBI, JTAOOPATOPUM TUATHOCTHKU ayTOMMMYHHBIX 3a0oneBanuii CIIGI'MY
umenn akanemuka I.II. IlaBmoBa mpoBoamiioch oOcCHenOBaHUE U JICUCHUE
OOJBHBIX CUCTEMHOM CKIIEPOAEPMHUEH.
I'pynnbel  cpaBHEHHUsI COCTaBWJIM JIMIA, CTPAJAOUIME HIUONATHYECKOU
JIETOYHOW THUIEPTEH3UEH, TMOJIMOCTECOAPTPUTOM, PEBMATOUIHBIM APTPUTOM U

,IIGpMaTO/HOJ'II/IMI/IOEII/ITOM.

Ob6mas xapakTepucTuka 00cjaeJ0BAHHBIX 00JbHBIX

B rpynmy OonbHBIX CHCTEMHOW CKIIEpojaepMHel Bouuio 68 dermoBek (s
BepUUKAIMKN JTHUAarHO3a HMCIOJb30BAIUCh KiaccuPUKalMoHHbIe kputepuu APA
1980 r), w3 Hux 32 maunuenta ¢ guddysnoit dopmoiri CCIH u 36 — ¢
JUMHUTUPOBAHHOW (hopMoi nmaHHOro 3a0oiyieBaHus. MeamaHa Bo3pacTa COCTaBHIIA
50,2 nmer, [42.0; 60.0], menuana mpomoLKUTENbHOCTH OosesHu 7 net [3.0; 9.0].
Cpenn mammentoB ¢ CCJl mpeobnagamu sxeHmmHbl (98% wu3 Bceil rpymiibl
00CIIeTOBaHHBIX).

Breigenenne knuandeckux (Gopm 3a0oieBaHUs OCYIIECTBISIIOCH HA OCHOBE
knaccupukanuy, paspaboranHoir LeRoy B momubukamum  (BKiIrogas
nepekpectnyro  ¢opmy). Knunuueckas  xapaktepuctuka OonbHbix  CCJI

npeicTaBIeHbI B TabmuIe 4.
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Tabnuua 4. Knuauueckas xapakrepuctuka 6osbHbix CC/L

[Toxazarenu N, % ot oO1tero
KOJINYECTBA
Knuauko-uMMyHoIorudeckas popma:
Hudodysnas (nCCJI) 31 (46,31)
JIumutupoBannas (MCCJI) 27 (40,29)
[lepexpectHas hopma 9(13,4)
BapuaHTt TeueHus:
OcTtpoe 1(1,5)
[Togoctpoe 13 (19,5)
XpoHuvecKoe 53 (79)
OCHOBHbBIE OpTraHHbBIC TTOPAYKCHHUS :
HNHTepcTULIMaIbHOE MOPAKEHUE JIETKUX 57 (85)
[Topaxenue cepana (auacroanveckas TUCHYHKIUA, 53 (79,1)
HapyIICHUsS PUTMA)
[TopaxxeHue mouex 14 (20,89)
Kanbuudukater 22 (32,83)
Teneanrnoskrazuu 36 (53,73)
[Topaxxenue XKKT 50 (74,62)
ApPTpUTHI (apTpairun) 25 (86,56)

CK® no MDRD, mn/mun/1,73 m?

Hasnenue B JIA no nanaeiv DXOKT', (Me Ir — 25 -75),
MM.PT.CT.

[Topaxenue koxu (cuetr Pognana), (Me Ir — 25 -75),
OaTbI

MoauduurpoBaHHBIM HHACKC aKTUBHOCTH BalleHTHHU

(Me Ir — 25 -75), 6aiuisl

90.4 [75.6-106.8]
35 [26.0 - 40.0]

16 [9.0 - 22.0]

3,5 [2.5 - 4.5]
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Kak cnenyer u3 tabnunel 4, B HalIeM UCCIEAOBAHUM CPEIH BCEX OOJIBHBIX
CCH 46,31 % oxkazanocws ¢ nuddysnon popmoit, 40,29% c TUMUTHPOBAHHOUN U
13,4% c mnepexpectHolt (opmoii 3aboneBaHus. llanueHTOB ¢ XPOHUYECKOU
dopmoit CCJI 6su10 79%, ¢ nmogoctpoit — 19,5%, a ¢ octpoii gopmoii — Bcero
aumb 1,5% o0cneoBaHHbIX.

B oOcnenoBannoit rpynme mnamueHtoB ¢ CCJl  Hambonee yacTo
HaOJ0a10ch opaxenue Jerkux (85 % ciyuaes), cepana (y 79,1 % narnueHToB),
KKT (B 74,62% cnyuaeB) u mnouek (20,89%). CyctaBHONl CHHApPOM (apTpHT,
apTpanruu) Habmomaics B 86,56 % cayuaeB. U3  cnenuduyeckux
CKJIEPOJEPMHUUECKUX TMPOSBICHUN KanblupuKaTel BcTpeyanuch B 32,83%, a
TeJleaHrnodKkTasuu B 53,73% cinydaeB. Meanana CK® cocrasuna 90.4 [75.6-106.8]
ma/mun/1,73 M2, pJIA - 35 [26.0 - 40.0] mm.pt.cT, MKCP - 16 [9.0 - 22.0] 6a/110B U1
MeIrMaHa MOAU(HUIIMPOBAHHOTO MHJEKCAa aKTUBHOCTH Banentunu - 3,5 [2.5 - 4.5]
0aJuIoB.

Takum oOpa3om, MalMEHTHI ¢ JUMUTUpOBaHHOW W uddy3HON hopmoi
ObUIM TIPEACTaBIEHBl MPUMEPHO B OJIMHAKOBBIX IPOTOPIHMAX, Y HUX OTMEUallach
BBICOKAs 4acToTa nopaxenus jerkux, cepaua u JKKT, gacto BcTpeyasncs cycTaBHOU
cuapoM. YpoBenb CK® Obul B mpefiesiax HOPMBI, BBIPAKEHHOCTH JIETOYHOM
TUIEPTeH3UH ObUTa HEe3HAYMTeNbHOW (MemuaHa masieHus B JIA cooTBeTcTBOBasa
JETOYHOM THunepTeH3uu 1 crerieHn). MoauduimpoBaHHBI WHACKC aKTUBHOCTU
Banentunu coorBercTBoBal 1-2 crenenu aktuBHOCTH CCJI.

basuchass Tepamusi CHCTEMHOW CKJIEpOJEpPMHUM BKJIOYanma B  ceOs:
meroTpekcar 10-25 Mr B Henmemto, rugpokcuxiopokuH 200-250 Mr B CyTkw,
npeaHu30Jd0H 5-10 Mr B CyTKM (MM METWINPEIHU30JIOH 4-8 MI B CYTKH),
0JIOKaTOpPHI KANBIMEBBIX KaHATOB (amioaunuH 5-10 mr B cyTku, aHudeaunud 10-
30 mr B cytku). [lanmentsl ¢ I'b u UBC nonyuyanu tepanuto npenaparamu HAIIO,
OyiokaTopaMH KajblMeBBIX KaHajoB. Ilarmuent ¢ CJI 2 Tuma momydan Teparuio

MET(HOPMHUHOM.
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I[OHOHHI/ITGJIBHO Il OLCHKHW YYBCTBUTCIIBHOCTU H CHCI_II/I(l)I/I‘-IHOCTI/I
KalMMJUIAPOCKOIIMYCCKOro  METOJia  MCCJICTOBAHUA ObLIN BBIICJICHBI  T'PYIIIIbI

CpPaBHEHHS:

1. Ilepyto rpymny coctaBuid 20 yenoBek (18 >KeHUIIMH W 2 MYKYUHBI) C
PEBMATOUIHBIM apTPUTOM (JIMarHO3 YCTAHOBJICH HAa OCHOBAaHUU KPUTECPHUEB
EULAR 2010r.), menuana Bospacta 62,5 ner [44.0 - 78.0]. Meauana
JUTMTEIBHOCTH 3a00jieBaHus cocTaBmia 18,2 mecsies [8,0 - 24,5], meauaHa
CTEINCHH aKTUBHOCTH coryiacHo uHaekcy DAS28 - 4,2 [2,1-5,8] 6amna. Bee
0OJIbHBIC TIONyYaiu 0a3UCHYIO TEpaIui0 METOTPEKCATOM B J03UpOBKe 15-25
mr/Henento. M3 comyTCTBYIOIIEH MAaTOJIOTMM Haubojee 4YacTo BCTpedanach
NBC (10 mauuentoB), I'b (18 o0cnenoBaHHbIX) U caxapHbIi quadeT 2 tuma (4
yenoBeka). [larmenTs! ¢ I'b u MBC nonyvanu tepanuto npenaparamMu HAIID
(wm  BPA), Db-Onokatopamm, OnokaTopaMu — KaJbIMEBBIX  KAHAJIOB,
runotrasuaoM. [lammentsr ¢ C/ 2 Tuna momyvanu Tepanuio OUryHHUATaMH
WY TIperapaTaMu CyIb(paHUIMOUYEBUHBL.

2. Bo Bropyro rpynmy Bomnuid 12 dYenoBeKk (Bce KEHIIMHBI) C TEPBUYHBIM
JIepMaTO/TIOIMMUO3UTOM (JIMarHO3 YCTAHOBIEH Ha OCHOBAHWU KpPUTEPHEB
Bohan wu Peter, 1975 r.), MUHUMaIbHOH W YMEPEHHON AaKTUBHOCTHIO
3a00JIeBaHMs, MeIMaHa Bo3pacTa coctaBuia 55,3 ser [29.0 - 71.0], a mennana
JUIATENNbHOCTH 3a00eBanms - 20,4 mecsues [16,3 - 25,7]. IlanuenTsl JaHHOK
TPYNIbl TOMyYalyd TEepamuio TIIOKOKOPTUKOCTeponaamMu B nmose 2,5-10
MT/CYTKH, METOTpeKcaToM B j103¢ 10-25 mr/Hememnto wim azatuonpuHoM - 50-
100 mr/cytku. C quarno3om I'b Habmoganocs 12 genosek, UbC — 3 genoBeka
u CJI 2 tuna - 6 yenopek. Ilammentsl ¢ I'b u MBbC nomyvanu Ttepanuio
npenapatamu HAII® (wmu BPA), b-6iokaTopamu, 6i10kaTopamMul KaabIIHEBBIX
kaHaoB. [lammenter ¢ CJ] 2 Tuma mony4yanu Tepanuio OWTYHHAJAAMH WA
npenaparamu CyJb(haHUIIMOUYEBHUHBI, a TaKXKe MHTHOUTOPAMHU

I[I/IHGHTI/II[I/IJIHGHTI/II[aSBI'4. OI[I/IH MaqyuCHT HAXOAWJICA Ha MHCYJIMHOTCpAIInH.
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3. B tpetbio rpymiy Obutn BKIIOYEHBI 13 60bHBIX (11 KEHIIMH U 2 MYK4YUH) €
WIVONATUYECKON JITOYHOM TUIEepTeH3ued. MeauaHa Bo3pacra y HUX
coctaBuia 51 roxa [33.0 -60.0], a MmeauaHa AIUTEIBHOCTH 3a0o0eBaHus - 12,6
mecsiteB [6,4 - 18,5]. Tamuentsl ¢ NI monmydanu Tepanuio cuigeHapuioM,
6o03eHTtanom, wionpoctoMm. C nuarHozoM I'b Habmronanock 10 yenosek, UBC
— 2 yenoseka. [lanmentsl ¢ I'b 1 UBC monydanu Ttepanuio npenapatamu
uAII® (uwmu BPA), b-Gmoxatopamu, OioKaTopaMH KajbIUEBBIX KaHAJIOB,
TUIMOTUA3HU]IOM, CITUPOHOJIAKTOHOM, TOPACEMHUIOM.

4. B uerBepTo#i rpytire cocTosio 20 YeI0BEK ¢ MEPBUYHBIM T'€HEPATU30BAHHBIM
octeoapTpuToM (16 xeHIMH U 4 MyX4YUHBI), MeAuaHa Bo3pacta 59,5 jer
[44.0 - 82.0]. Meauana ATUTEILHOCTH 3a00JI€BaHUS Y HHUX cocTtaBmia 15,4
mecstes [12,2 - 18,4]. C quarnozom I'b Habmoganocs 20 yenosek, MUBC — 16
nanpeHToB U ¢ CJ[ 2 tuma - 7 oOcaegoBanHbiX. Ilanmmentsr ¢ I'b m MBC
noiayvyaan Tepanuio mnpernaparamu HAII® (wmm BPA), b-Omokaropamu,
OJ0KaTOpaMM KaJbIMEBBIX KaHaloB, runoTuasuaom. [lamuents ¢ C/I 2 Tuma
Nojyyaiyd Tepanuio OWryHHaJaMH, TpernaparaMy CyiIb(paHUIMOUEBUHBI,
UHTUOUTOpPaMU TUNIENTHIWINENTHAA3b-4, a 2 TalMeHTa HaXOJWINCh Ha

VHCYJIMHOTEPAIINH.

I'pyninty koHTpoOJIst cocTaBruiin 17 310poBbIX JinI] (14 KEHIIMH U 3 MYy»X4HH), C
MeauaHou Bo3pacta 26 net [25.0 - 33.0]. 3HauuMoil COMyTCTBYIOMIEH MATONOTHHU Y

HUX BBISBJIEHO HE OBLIO.

2.1. MeToxoJ10rusl 1 MeTOAbI HCCJIEIOBAHUS

[IpoBoaminocs komiiekcHoe oOcnenoBanue OonbHbix CCJI u  rpymnn
CpaBHEHHMs,  BKJIIOYarollee  OOIICKIMHUYECKHE,  WHCTPYMEHTAJbHbIE U
nabopaTopHble METONBI, a TaKXe TMPUMEHEHHE OmpocHUKOB. CocTosiHUE
MalMEeHTOB OLEHUBAJIOCh MO KIMHUYECKUM JaHHBIM (0OIIEMYy COCTOSIHHUIO,
JAHHBIM  (U3UKAIBHOTO  OOCIEe0oBaHUA), pe3yibTaTaM JabOpaTOpPHBIX U

HHCTPYMCHTAJIBHBIX MCTOA0B NCCICAOBAHM.
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A. Kinunnuyeckue MmeToabl oociienoBanus 60JabHbIX CCJ{

EBponeiickuit nentp uzyuenuss CCJl B 2001 roay pa3paboTan KOMIIO3UTHBIN
WHJIEKC OLICHKW aKTHUBHOCTU 3a00JI€BaHUs, OCHOBAHHBIM Ha Oa/IbHOM OIIEHKE
NOPaXEHUSI KOXHU U MOJKOXKHO-)KUPOBOW  KJIETYATKH (ouleHMBaeMoil B
COOTBETCTBUM C MOJU(PUIMPOBAHHBIM KOXXHBIM cueToM PopHaHa), Haluuuem
CKJIEPOJIEpPMbI, TOPAXKEHUEM JIETKUX, apTPUTA, $3B HaA TNajbllaX, HEKOTOPBIX
nabopatopHbiX nokazateneit (runoxkomrumentemus, CO3, CPB), a takxke xanob
MalMeHTa Ha YCYTr'yOJeHHE CUMITOMATUKU CO CTOPOHBI KOXKHBIX, COCYIMUCTBIX U
KapJIMOMyJIbMOHAIBHBIX CUMIITOMOB 3a0oseBaHus (MOAUGUIIMPOBAHHBIN HHJIEKC
Banentunu, 6e3 onpeaenenuss DLCO), npeacraBneHHbiil B Tabmuiie S.

Tabmuma 5. O6mmit uuaekc aktuBHOCTH CCJl (MomuduimpoBaHHBIN HHIEKC
Banentunmu)

[Tapametp bayn XapakTepucTuka

Koxwnbrii cuer > 14 1 Hcnonp3yercs MOAUGUIIMPOBAHHBIH
KoxkHbIE  cuer (mo G.  Rodnan),
orneHuBaeMblii B Oautax or 0 o 3 B
KaXXJI01 u3 17 oOJacreit Tena.

MakcumainbHas cymma 6amioB — 51

Cxkrnepoaepma 0,5 VTommenue MATKUX TKaHEW Ha majbliax 3a

CUCT MHAYpallun W/UIH IJIOTHOIO OTEKA

JlnHamuka KOKHBIX 2 VXyAleHne KOXKHBIX NPOSIBICHUM 32
U3MECHEHU U MOCJICTHUM MECSIL CO CJIOB MallUeHTa
JluruTtanbHbIE S3BbI 0,5 AKTHUBHBIE  JUTUTAJbHBIC  SA3BBI  WJIHU
HEKPO3bI

JlnHamuka 0,5 VXyauieHue COCYIUCTBHIX MPOSBICHUNA 3a
COCYAUCTBIX MOCJICTHUI MECSIL CO CJIOB MalUeHTa
U3MEHECHU U

ApTputsl 0,5 bone3HeHHast MpUNyxJoCTh CyCTaBOB
JlmHamuka 2 YXxynuienue CEPAECYHO-JIETOYHBIX

cepz:eqHHX/nerquHx HpO?IBJ'IeHI/Iﬁ 3a HOCJIGI[HI/Iﬁ MEcCiALn CO CIO0B
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MIPOSABJIICHUN IaryenTa
COD >30 1,5 [To metony Becreprpena
['unokommneMeHTeEMUs 1 Camwxenne ypoBus C3- wwm C4-

KOMIIOHCHTA KOMIIJICMCHTA

OO0 uHIekc | Makcuma
AKTHBHOCTH, OaJIIBI apHO 10
0auI0B

B Tabnune 5 npeacTaBiaeHbl Bce HEOOXOAUMBIE MOKA3aTENU JJIsl BBIUUCICHUS
moauduirpoBanHoro nHaekca aktuBHoct CCJl. Kak BuHO M3 TaHHBIX TaOIUIIBI
5, OLICHKY U3MEHEHHUI KOXKH, COCYAUCTBIX, KapAUOMYyJIbMOHAIBHBIX MPOSBICHUN U
aktuBHocTH CCJ[ 1menecooOpa3HO MPOBOAUTH B JUHAMUKE IS MOHHMTOPWHTA
nedyeHus M uszydeHus ee s3ddexruBHoctu. KnroueBbiM 3BeHOM maroreHeza CCJJ
ABJISIETCS TOBPEKICHHUE DHJIOTEIUS COCYIOB, BOCHAJICHUE, THUIEPAKTUBAIUS
UMMYHHOU cHUCTeMbl M H30bITOYHOE (ubpo3oobpa3zoBanue. B wupaeane oreHka
AKTUBHOCTH JIOJDKHA BKIIFOYaTh BCE€ OTU COCTABIISIIOIIME  MATOJIOTHYECKOTO
npouecca. Ilockonbky — kiauHHU4Yeckue  nposineHuss — aktuBHoctn — CCJI
MaJIOMOABMKHBI, TPEAINONAracTcsi, YTO OMOJOTUYECKHE MapKepbl MOTYT OBIThH
Oosiee MHPOPMATHUBHBIMU.

JImd  KOJMWYECTBEHHOW OIEHKH BBIPA)KEHHOCTH KOXXHBIX  ITOPaKCHUMN
(uanypanun) npu CCJ] mpumensics moaudunupoBaHHbii caer Rodnan G. P
(Pucynok 1). Merton siBnseTcs OOUIETIPUHSITHIM /I XapaKTEPUCTUKH TAIMECHTOB C
CCJl, ucnonmp3yercst sl ONEHKHA TSDKECTH, JMHAMHUKA U T€UEHUs 3a00JIeBaHMUS.
[Ipn nmanepnanuu ompenessieTcss TONIMIMHA KOKHOM CKJIaAKu B 17 aHaTOMHUYECKUX
00JacTsaX Tena; BBISBIsIEMas CTENEHb MHAYpaIuu rpaayupoBana mo 0-3 GamibHON
mkane. [lomydeHHbsie Oayuibl CyMMHPYIOTCS, COCTaBIISiI OOIINNA «KOKHBIN» CUET.

Juamna3oH cueta BapbupyeT B Auanazone ot 0 go 51 6anna.
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MopgupnynposaHHbIA “KoXHbIR cyeT" PoagHaHa

MoawdmumpoBaHHEM “KowHbIA cyeT” PogHana
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Pucynok 1. MoaudurupoBanHusblil "KoxHBIN cuéT" PogHana

Ha pucynke 1 cxemaTHdeckw TpeACTaBICHBI 30HBI OICHKH TOJIIHUHBI
KOXXHBIX TIOKPOBOB ISl OIpeJeieHUus MOIUDHUIIMPOBAHHOTO KOXKHOTO CcUeTa
Ponnana, wWCmonp3yromerocss Kak CaMOCTOSITENBHBIM TOKa3aTelb TMOPaKCSHHS
KO>KH, TaK 1 B KOMIIO3UTHOM HHJEKCE OIIEHKH aKTUBHOCTH BaneHTHHN.

JIs OLIEHKW TOJEPAaHTHOCTH K (PU3MYECKON HArpy3ke M OOBCKTUBH3AIMH
(G YHKIIMOHAIBHOTO CTaTyca OOJBHBIX C TOPpAKEHUEM Ceplia U JETKUX MPOBOIUICS
TeCT O-MuUHYTHOW XoanObl. [Ipm mipoBemeHMM TecTa OOJBPHOMY CTaBUTCS
3a/1a9a MPOMTH KaK MOXKHO OOJBIIyI0 JUCTAaHIMIO 3a 6 MHHYT B CBOEM
COOCTBEHHOM TeMIle, IIOCJE 4Yero IPONIACHHOE PACCTOSSHUE PETUCTPUPYETC.
[TarimeHTamM pa3pernieHo OCTaHABIMBATHCA W OTIBIXaTh BO BpEMs TECTa; OHHU
JOJDKHBI BO30OHOBIIATH XOABOYy, KOTJAa TOCUYMTAIOT 3TO BO3MOXHBEIM. Ilepen
HayaJioM M B KOHIIE TE€CTa OLICHUBAIOT OJIBIIIKY IO 1miKkaje bopra.

Tabnuna 6. OpuruHanbHast ¥ MoaUGUIIMPOBAHHAS TTKaIbl bopra

Onucanue OABIIIIKHU

OpuruHanbHas

mkaJia bopra

MomudguuupoBanHas

mkaJja bopra

6

Het Bo0OI11IE

0
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7 OueHb-0ueHBb citadas, OYCHb-OUYCHD 0,5
Jerkas

8 -

9 Ouenrp ciabas, OYCHB JIeTKas 1

10 -

11 JloBonbHO cimabast, Ierkas 2

12 -

13 Hemuoro cunbHee, ymepeHHas 3

14 -

15 BreipakeHHas1, JOCTaTOYHO TsKeas 4

16 -

17 OucHb CHIIbHAS, TSDKEIast 5

18 - 6

19 OueHb-0OYeHb  CHJIbHAs,  OYEHb 7
TsDKeIas

20 - 8
OueHb-OueHb  TsDKENass  (MOYTH 9
MaKCHUMaJIbHasl)
MaxkcumasnbHas 10

Hamu ucnionp3oBanace MmoauduimpoBanHas mkaiga bopra (tabnuma 6) s
OIICHKH TOJIEPAHTHOCTHU K Pu3nYecKuM Harpy3kam y 60iapHbIX CCJl, B TOM 4ymcCIe B
JTUHAMUKE nocJie MPOBEACHUS Kypca  HUHTEHCU(PUKALMK  Tepanuu
nukiIodochaMuiom.

B pamMkax OLEHKHM CYCTaBHOIO CHHJpPOMAa OIPEAETSAIOCh  YHCIIO
OOJIE3HEHHBIX W TPUITYXIIHX CYCTaBOB Mo 68/66 cycraBaM COOTBETCTBEHHO.
[IponoMKUTEALHOCTh yYTPEHHEH CKOBAaHHOCTH OIICHMBaJllaCh B  MUHYTax.
BoipaxeHHocTh OoOneli B cycTaBaX M OIIEHKa OOIIETO COCTOSIHUSI MalMeHTOB

(OonmpHBIM UM BpadyoMm) onpenensiuck mo 100 MULIMMETpPOBOM BU3YyalIbHOM
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aHanoroBoi mkane. OLeHKa akTUBHOCTH PA ocymiecTBisuiach € NOMOIIBIO
unaexkca DAS28 o dhopmye:
DAS28=0,56NUBC+0,28VUIIC+0,70InCOD+0,0140035.

I[Ipu stoM OO3b (06masi OLEHKAa COCTOSHUSI 370pOBbSi OOJBHBIM)
ouenuBaetcs o BAII (B Mm), CO3 — (mo Westergren), UIIC — uncno npunyXxmux
cyctaBoB (13 28), UBC — uncio 60e3HeHHBIX CycTaBOB (U3 28).

OueHka 310pOBbs MallMEHTa OCYIIECTBIISUIACh C TOMOUIBIO OIMPOCHHUKA
HAQ, xoTopsiii BkitoyaeT 20 BOMPOCOB, OTHOCAIIUXCA K aKTUBHOCTH MAI[UEHTA B
MOBCETHEBHOM JKU3HU, CTPYIIHUPOBAHHBIX B § MIKaJ MO 2-3 BOMpoOca B KaXKJIOW.
OtBethl Ha Bonpockl HAQ cmoaenupoBansl Hanogobue ACR -QpyHKIIMOHAIBHBIX
kiaccoB [26]. [lyis kaxaoro Borpoca BeIOpaH 4-X yPOBHEBBIH OTBET CO CYETOM OT
0 nmo 3, rme OoJnee BBICOKHMM CYET IOKa3bIBaeT OoJiblline (PYHKIHUOHAIbHBIC
orpannuenus: "0-6e3 Tpyna, "1"-c HeOombIIUM 3aTpyaHeHUEM, "2"-c OOIBIITUM
TpyAoMm,"3"- He MOry BBINOJHUTH COBceM. sl mojcyeTa MHIEKCA MO KaxKIou
mKajge  BbIOMpaeTcss  MakcuManbHbii  otBeT. HAQ  paBeH  cpemHemy
apu(pMETHIECKOMY CYMM MaKCUMAaJIbHBIX OTBETOB MO KaXJOW IIKaJle C Y4ETOM
JIOTIOJTHUTENBHBIX BOMPOCOB. MUHMMAaNbHOE 3HA4Y€HHE MOXET ObITh paBHO O,
(MUHUMAJILHOE TIOPOTOBOE 3HAYCHHE), MakCuMalbHOe - 3 Oamiam. B ompocHux
BirodeHa 100 mmv BAII Gomu, KOTOpyr0 NAIlMEHT OIEHWBACT 3a IMPOIICANIYIO
HEJIEIIO.

B. JIaGopaTopHblie MeTOAbI 00cae0oBaHus nanueHToB ¢ CCJL.

HccnenoBanne  ypoBHEH  MapKepoB  JHAOTEIHAIBHONW  TUCHYHKIHH
BBINIOJIHSUIOCH B ChIBOPOTKE KpoBu mnanueHtoB c¢ CCJl. 3abop kpoBu
OCYIIECTBIICS HATOLIAK, B YTpEHHHE 4acbl. B TeueHune 24 wyacoB mnepen
UCCJIEIOBAaHUEM [MallMeHTaM 3aMpelianoch KypeHue, yHoTpeOJeHue alIkorods,
kode miam kpenkoro 4as. KpoBp neHTpudyrupoBain B TEUCHHWE 5 MHHYT TPH
20009, a 3arem CBHIBOPOTKA KPOBM XPAHMJIACh B TIACTHKOBBIX MPOOHMpPKAX THIIA
«nmengopd» npu—25°C 10 nposeaeHUs UCCIEA0BAHUS.

UccnenoBanre KOHUEHTpAlMM I[IMTOKMHOB M XEMOKHMHOB B KPOBH

00cClIe/IOBaHHBIX MAIMEHTOB BBIMOJHIOCH C HCHOJIb30BaHHeM «XMAP» (17-
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IUIGKCHOM) TexHoJjiornu Ha aHaiu3atope BioPlex-200 (Bio-Rad, USA). Jlanubrii
NPOTOYHBIA  JIA3epHBIA  aHauu3aTop  NpeAHa3HayeH Uil  [POBEICHHS
MYJIBTUIUIEKCHOTO ~ MMMYHOJIOTHYECKOTO  aHajiW3a B MHUKPOIUIAHIIETaX.
Texnonmoruss xMap® 1M03BOJIIET KOJMUYECTBEHHO onpeaennuts 10 100 ananutoB B
OJIHOM 00pa3lie ¥ NPOBOAUTH KOMIUIEKCHOE H3YyYEHHUE MEXKIY pa3InYyHbIMU
OenkamMu B HopMe W mpu mnartoisorud. C momornpio cuctembl Bio-Plex 200
IIPOBOJIUIIOCH OTIPEJICICHUE YPOBHEHN B KPOBHU y 00ceI0BaHHBIX nanueHToB 1L-1[3,
IL-2, IL-4, IL-5, IL-6, IL-7, IL-8, IL-10, IL-12, IL-13, IL-17, G-CSF, GM-CSF,
IFN-y, MCP-1 (MCAF), TNF-a.

Antunykneapubii  pakrop (AH®D) wuccnenoBaics METOIOM HEMpsIMOM
UMMYHO(IIOOPECIIEHIIMM € HUCIOJIb30BaHMEM B KadecTBe  cyOcTpara
SMUTETUOUTHON KJIETOYHOW JIMHUU aJeHOKAPIIMHOMBI rOpTaHu 4YeyioBeka Hep-2.
Kpome storo y 6ompabix CCJI onipesiensiiack naHelb aHTUTEI K peKOMOMHAHTHBIM
anturenaMm: Scl-70, CENP A, CENP B, RP11, RP155, ¢ubpumnapun, NORIO,
Th/To, PM-Scl100, PM-Scl75, Ku, PDGFR, R0-52 meromom naiH-0JIOTTHHTA
(Euroimmun, ['epmanus).

KoHueHnTparusi MapkepoB SHAOTETUATBHON MUCHYHKIMU OMpenessiiach B
oOpasliax CBHIBOPOTKM KPOBU Yy TAIMEHTOB, BKIIOYEHHBIX B HCCIICOBAaHUE.
O6pasupl KpoBu IeHTpudyrupoBanu B TedeHue 15 wmwuayr npu  2000g,
MOJIYYCHHYIO CBIBOPOTKY aJIMKBOTUPOBAIM B TIUIACTUKOBBIE MPOOUPKHU THUIIA
«DnmeHnopd» ¥ XpaHUIA 10 MOMEHTA NpoBeieHus Hccieaosanus npu —25°C.

Onpenenenne KOHLUEHTPAIMM TOMOIMCTENHA BBIIOJIHSUIOCH METOJIOM
ummyHopepmertHoro ananuza (MDPA) ¢ HUCHOIB30BaHMEM TECT-CUCTEMBI
npousBojicTBa Axis Shield Diagnostics Ltd., (Hopserus).

UccnenoBanre  KOHUEHTPAlMM  ACCUMETPUYHOTO  JIMMETHJIApPTUHHHA
(AIMA) BBINOJNHSJIOCH C  HUCIHOJIB30BAHUEM KOMMEPUECKHUX TECT-CUCTEM
npousBoacTBa Immunodiagnostik, (I'epmanmst) merogom UDA.

Konnentpamust snporenuna 1-21 B CHIBOPOTKE KpOBU Yy 0OCIIE€IOBAHHBIX

ManyeHToB onpeaensiace MetogoM HM®PA ¢ NOMOIbIO KOMMEPYECKHUX TECT-



49
cucteM mpousBoacTBa kommaHuu «Biomedica Medizinprodukte GmbH»,
(ABcTpus).

Onpenenenue coaepkaHuss B KPOBU MOJIEKYJbl aAre€3uu COCYIHUCTOTO
supotenust 1 tuna SVCAM-1 mpoBoAWIOCh ¢ KCMOJIB30BAaHUEM KOMMEPUECKOU
TecT- cucteMbl «Bender MedSystems» (ABctpust) Meronom NDA.

Jlns ompenelieHUss B KPOBM TAllMEHTOB, BKJIIOUEHHBIX B HCCJEJIOBaHUE,
ypoBHs SICAM Obu1 ucnonb3oBad Meroa MDA, npoBeieHHbI HA KOMMEPYECKUX
TecT-cuctemax npousBojacTBa «Bender MedSystemsy, (ABcTpus).

[lokazatenu remorpamMmbl, OMOXMMHUYECKHM aHalu3 KpPOBHU, IOKa3aTeau
JUMUAHOTO CHEKTPa, BBICOKOUYBCTBHUTENbHOrO C-peaktuBHoro oOenka, C3 u C4
KOMIUTUMEHT, uMMyHOTnoOynuasl G,M,A, NT-proBNP Ovumn omnpenenensr c
UCIIOJIb30BaHUEM aBToMaTHueckoro aHanuzatopa Hitachi-902 (Slnonus).

C. UncTpyMeHTAIBHBIE MeTOABI 00caen0BaHuA nanueHToB ¢ CCJ

Ouyenka ynacmuueckux XapaxKkmepucmuk cocyoOucmoii cmeHKu

B 0CHOBY COBpeMEHHOW TEXHOJOTMU OLEHKH ECTKOCTH COCYAHCTON
CTEHKH TIOJIOKeH (Qusnueckuid Meton churmorpadum — mpeobpa3oBaHue
MEXaHMYeCKHX (IMyJIbCOBBIX) KOJICOAHUN CTEHKU apTepuil B DIEKTPUUYECKHUE C
UCIIOJIb30BaHUEM CHEIUATbHBIX JATYUKOB — C MOCJIEAYIONIEH UX PEerUcCTpalueit u
00paboTkON.  YCTaHOBKY  JaTYMKOB,  PETUCTPUPYIOMIUX  CHUTMOTpaMMy
[EHTPATBHOTO MYJIbCA, OCYIIECTBISIOT HA COHHOM JINOO MOJKIIIOUUYHOMN apTepusix,
nepudepruueckoro — Ha 6eAPEeHHO OO0 JTyIEeBO.

B namem ucciienoBaHuu onpeaeaeHue moKas3aTeaen CoOCyIUCTON KECTKOCTH
U 1eHTpaabHoro AJl mpOBOAMIIOCH C HCIIONB30BaHWEM armapata SphygmoCor
(AtCor Medical, ABctpanusi), 0COOEHHOCTBIO KOTOPOTO SBISIETCS aBTOMATHYECKUN
pacyeT aHaNM3UPYEMBIX I[OKa3aTrelied C  HUCIOJIb30BAaHUEM  BCTPOEHHOIO
IPOrpaMMHOI0 00ECTICUEHHS.

DU3NYECKUN TPUHIMUIT OLICHKU JKECTKOCTH COCYAMCTOM CTEHKH amllapaToM
SphygmoCor 3akitouaercst B TOM, 4TO COKpalIEHHe MHOKap/aa JIEBOr0 KelyaouKa
(JDK) u BbIOpOC KpOBHM B BOCXOSIIYIO A0PTY PaCUIMPSIET aOpTy U TE€HEPUPYET

MyJIbCOBYIO BOJIHY. CKOpOCTh pacmpocTpaHeHusi myibcoBoil BoiHbl (CPIIB) mo
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apTepuarbHOM  CTEHKE  ONPEAEseTCS  apTepUAIbHOM  KECTKOCThIO U
pPacTsHKMMOCTBIO  (3J1aCTUYHOCTBIO), 4YTO omuchiBaerca (opmynoit  Moens-
Korteweg: CIIB2 = Eh/2pr (rne E — moayns ynpyroctu IOura, h — Tonmuna
CTEHKH COCY/JIa, p — INIOTHOCTh MTOTOKA KPOBH, I — BHYTPEHHUN PaIUyC COCY/a).

IIpu sToM Oosee BbICOKAas PUTHUAHOCTH COOTBETCTBYET 0o0Jiee BBICOKOU
ckopoctu. Hcmonb3oBanue  SphygmoCor mo3BoJsieT  perucTpupoBath U
aHaJTU3UpOBaTh (POPMY MyJTbCOBOM BOJHBI B COHHOM W O€IpEHHOM apTepusx, a
3aTeM BpeMs 3aJepKKU IMyJIbLCOBON BOJHBI MO COHHBIM U OCIPEHHBIM apTEPHUsIM
(menpsimoit mMeton uzmepeHusi). [Ipu 3TOM C ydeToM BIUSHUS JBIXATEIBLHOTO
nukina Ha CPIIB wuccnegoBanne npousBoauTcs 3a 10 cepAedYHBIX LHMKIOB C
MOCJIEAYIOIINM PACUE€TOM 3HAUYCHUSI BPEMEHU 3a/I€PHKKHU.

Paccrossnue D, mnpouaeHHOE IMYJIbCOBOM BOJHOW, M3MEPSETCS IO
MOBEPXHOCTH Tejla MEXJY TOYKAMHU PETUCTPALMU: KAPOTHUIHOE PACCTOSIHUE - OT
MecTa MyJbCalluM COHHOM apTepud 1O SPEMHON BBIPE3KU TPYAHHBI H
dbeMopanbHOe - OT SIPEMHOM BBIPE3KU T'PYIMHBI O MECTa Myibcallud OeqpeHHON
apTepuu B MMaxoBoil oOnactu. Bpems (t), 3a KoTopoe myJibcoBasi BOJIHA MPOXOJUT
OTH PACCTOSHMS, Ompenensercs dATuM npudopom aromatudecku. CPIIB
ompenensieTcs Kak otHomenue D/t.

Ha mpubope SphygmoCor mynbCcoBbIE BOJHBI  PETHCTPUPYIOTCS
MOCJIEIOBATENIBHO BBICOKOTOYHBIM ~aMIUIAHAIMOHHBIM TOHOMETPOM, KOTOPBIN
HAKJIaJIbIBAE€TCSI Ha MPOKCUMAIIbHYIO (COHHYIO) M, C KOPOTKHM IMPOMEKYTKOM, Ha
TUCTaNbHYI0 (OenIpeHHYI0) apTepuu, MPU 3TOM OJHOBPEMEHHO PErUCTPUPYETCS
anektpokapauorpadus (OKI). Tlpu Beruuciaenun CPIIB ucnonb3yercs BpeMms
IIPOXOXKJICHUS BOJIHBI MEXIY TOUYKAMHU PETUCTPALIMH, BBIUUCICHHOE C MOMOIIBIO
3yora R va OKI', nist gero onpenensiercss BpeMs Mexay Hadaiaom 3yoma R na DKI
Y BO3HHUKHOBEHUEM MyJbCallui. PacCTOsIHUE MEXKy COHHOM apTepHEr U APEMHOU
BBIPE3KOW BBIYMTAECTCS M3 PACCTOSHUS MEXKAY SPEMHOM BBIPE3KOM W TOUYKOU
peructpanuu Haja OeApeHHOW apTepued (HempsMOM METOHd), W MOJIYyYEHHOE
3HaueHue yMmHoxkaeTcsi Ha Koadduuuent 0,8. Ilpu Takom cnocobe pacuera

HopMmaibHbIMU 3HaueHusIMU CPIIB cuuTaercst mokasareinb He Bbilie 9,6 m/c.
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Ouenka noxazameneil WeHMPAIbHO20 OABIEHUS.

Onpenenenue nokKazaTejled LEHTPAIbHOTO JaBJICHUS BBINOIHSIOCH C

COOJIFOICHUEM CTaHIAPTHBIX YCIIOBUA:
- IP¥ KOMHATHOW TEMIIEPATYPE;
- B OCBCIIICHHON KOMHATE;
- nocae 15 MUHYT MOKO4;
- B IIOJIOKEHUH CHJIS,
- 0e3 BO3/ICUCTBUSI HUKOTHHA U Ko(enHa 3a 2-3 yaca 10 UCCIICIOBaHMUS.

[lepudepuueckoe AJl ompenensiioch B COOTBETCTBUU CO CTaHIAPTHBIMU
peKoMeHauMsAMu HenpsaMmbiM MetogoM Koportkosa. [locie u3mepenus nanueHTra
yCaXMBaJduM Ha KYILIETKY, IIOJIO)KEHUE PYKU JAJOHBKO BBEPX, MOJ KHUCTh
NOJKJIAbIBANCS BaMMK (A7is1  OOJBIIEro JoCTynma K 3alicu CHUTHajla) W
IIPUKJIAABIBAJICS IbE303JIEKTPUUECKUN JAaTUMK K JIYYEBOW apTEepUH, IOCIE YETO B
teyeHue 10 cexyHa mpoBOJWIM 3alKCh CUTHANA, 3aTEM C MOMOIIBIO BCTPOEHHOIO
IPOrPaMMHOT0 0OECTIeUeHUs PAaCCUUTHIBAIN MOKAa3aTEeNH IEHTPATBHOTO aBICHUS
10 JTaHHBIM (DOPMBI MYJIHCOBOW BOJHBI. HOpManbHBIMU MOKA3aTEISIMU CUUTAIUCH

3HaueHus MeHee 120-129/80-84 Mm.pT.cT.
Ouenka monuutbl KOMRIEKCA UHMUMA-Meoua npu
YIbMPA38YKOGOM UCCe008AHUN COHHBIX apmepuil 8 B-pesicume

OueHka xapakTepucTUK KoMiuiekca nutuma-meaua (KMM) ocyiectpisiiiach
M0 CTaHAApTHOMY TMPOTOKOIY Ha TpPEX YPOBHIX COCYAUCTOTO pycla U
OunaTepaqbHO: B TPOKCHUMAJIbHOW, MEIMAIbHOM U JHWCTaIbHOW TOYKaxX Ha
pacctostnuu 1 cM oT Oudypkamnuu mo 3agHel CTeHKEe OOIe COHHOM apTepuu (Kak

HauOosee OTAAJICHHOM OT pgaTuuka). M3mepeHus NPOU3BOIUIUCH B KOHIIE
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quacronsl. Tommuua KMM  onpenensamach Kak pacCTOSIHUE MEXKIY MEPBOU H
BTOPOM 3XOT€HHON JMHUEH JOIUPYEMOTO COCyia corjiacHo metoauke Pignoli u
Salonen [151]. IlepBas nuHHs mpeacTaBisieT coOOW TPaHUIy MEXKIY CTEHKOM
cocyJla U ero mpocBeToM (tunica intima), a BTOpas - MPOCIONKY KoJIJIareHa I0
Kparo aaBeHTHIMM (tunica adventicia). B nanpHeiem paccUMThIBalach CpeaHss
tomuurHa KHMM xkak cpennee u3 Bcex 12-tm u3Mmepenumii. Hcmoap3oBanack
yIIbTpa3ByKoBasi ycTtaHoBka Vivid 7, maTdyuk BbICOKOro paszperieHus 7 M.
HccnenoBanue BBINOJHAJIOCH B IMOJIOKEHUU OOJIBHOTO JieKa Ha CIHUHE C
HEOOJBIINM OTBEACHUEM T'OJIOBBI B CTOPOHY, IPOTHUBOIOJIIOKHYIO UCCIEAYEMOMY
cocyay. 3a moBbimienne ToiuuuHbl KUM npunumanuch 3nauenust 6onee 0,8 u
menee 1,3 cm. JlokanbHble yTommeHus Oosiee 1,3 CM CUMTAIUCh MPU3HAKOM

HaJIM4HuA aTepOCKﬂepOTI/I‘ICCKOﬁ OJIAIIKH.

Ouyenka cmpyKkmypHo20 cOCIOAHUA CePOUa Memoodom IXoKapouozpaguu

B nmamem wuccnenoBanuu OXOKI mpoomwitace Ha o6opynoBanun GE
Vingmed Vivid 7 scanner (General Electric Medical Systems, Germany),
obopynoBaHHbiM 3,25 Mhz  BCTpPOEHHBIM  JAaTYUKOM.  YIJIbTPa3BYKOBBIE
UCCJIE0BaHUA BRINOIHAIN B M-, B- 1 gonmiep-pexxumax B MOJ0KEHUU MALMEHTA,
Jeka Ha JICBOM OOKY, MO OOIIENPUHATON METOAMKE, mpeaokeHHou B 1980 .
AMepHKaHCKOM acconuanuei kapauonoros [152].

OueHka nmokazarenei HeHTpaJIbHONW FreMOJNHAMUKN OCYIIECTBISIACh U3 4- 1
2-KaMEpHBIX TO3UIMH 10 MeToauKe SIMPSON ¢ omnpenesiecHneM KOHEYHOTO
nuactoauueckoro oorema (KO) u koHeyHoro cuctonuueckoro oorema (KCO),
dpaxiuu Beiopoca (PB), yaapHOro u cepeduHoOro UHACKCOB.

Juacronuueckas QyHKIHS JIEBOTO KETylI0YKa aHAIU3UPOBAJIaCh B PEKUME
UMITYJIbCHOTO JOMIUIEpa MO TPAaHCMUTPAIbHOMY KPOBOTOKY C OIpEAEcICHUEM
MMUKOBBIX CKOPOCTEH paHHero auactoinueckoro HanojgHeHus (E) u mpeacepaHoi
cuctoibl (A), BpeMeHU YCKOopeHus moToka criekTpa E-Bonnbl (AT).

Tommwmua crenok JDK w  pa3mepsl MOJOCTH  ONPENEISUINCh U3
napactepHaibHOr no3uiuu 1muHHON ocu JUK. M3Mepenus nenanuce B M-pexume

IpY yJIBTPA3BYKOBOM JIyue napauieabHoM kopoTtkor ocu JDK. Macca muokapna
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BBIYMCIISIACH HA OCHOBAHUM MOKA3aTENIEN €ro JUIMHBI U TOJIIWHBI MO KOPOTKOU
ocH U3 MmapactepHaibHOro goctymna mno ¢gopmyine R. Devereux u N. Reicheck
(1977):

MMIDK=1,04({TMXKII+T3CJDK+KIPJIXK} 3)-{KJPJDK} ) - 13,6 1, Tie

MMJIK — macca neBoro »xenymouka, 1,04 — kodp@dUIMEHT MIOTHOCTH
cepaeuHord Mbimnbel, TMOKII — TOmmmMHa MEXOIKEITyIOUYKOBOM MEPETOPOJIKH,
T3CJDK — TommuHa 3anHedl cTeHKW JieBoro xenyaouka, KIPJDK — koHeuHbli
JUACTOJIMYECKUM pa3Mep JIEBOTO Jkeilyaouka. Ha ocHOBaHMM onpeneneHus
BPEMEHHBIX IMapaMETPOB CHUCTOJHMYECKOrO0 IMOTOKAa B JIETOYHOW apTepuu B HEU
IPOBOJIMJICS pacyeT cpeaHero aapienus [152].

Bce wu3MepeHMss OCYIIECTBISUINCh Ha TMPOTSHKEHUM HE MEHEe Tpex
CEepIICUHBbIX UHUKIOB, a 3arem ycpeaHsumcb. MMMJIDK paccuuteiBaics kak
orHomenne MMJDK/IIIIT, rtme IIIIT - momane TOBEPXHOCTH —Tea,
ompenaensiemas o Gopmye D. Dubois (1975).

I[Ipu anamm3ze OXOKI Oonbiioe BHUMaHUE YIETSAJIOCh TMATOJOTHUU
KJIAaNIaHHOTO armapaTa cepAia (Ipu3Haky yTOJIIEHHUs] CTBOPOK KIlaraHoB OoJee 3-
X MM, (pubOpo3 KiIamaHoB), TUAMETPy BOCXOJAIIETO OTAENa aopThl. PacxoxaeHue
muctkoB nepukapaa npu DXOKI uccnenosannu puxcupoBanock Kak B B-, Tak u B
M- pexume.

Bcem OoNbHBIM € CHUCTEeMHOM CKJICPOJECPMHEH JUIS  HCKIIOYCHHS
WHTEPCTUIIMATIBHOTO TOPKEHMs JIETKMX ObUla TpOBEAEHA MYJIbTHUCIHpATbHAS
kommbloTepHas tomorpadus (MCKT) oprano rpymnHoi xietkn. MCKT Obuia
BBIIIOJIHGHA C HCIIOJIb30BaHWeM ammapara (Siemens Somatom Definition,
['epmanus).

UccnenoBanne (QyHKIIMM BHEIIHETO JBIXaHUS OCYIECTBISIOCH almapaToM
Master Screen PFT, ¢upma «Viasys». Crnmpomerpusi U OOguILuIeTU3MOTpadus
OBLITM BBITIOJNHEHBI C OTMPEEICHUEM CTAaHJAPTHBIX CTATUYECKUX W JTUHAMUYECKUX
nokaszatejed BeHTUSAIUM, AUG@Py3uoHHAsT CIOCOOHOCTh JIETKUX H3MEpsUiach ¢
WCIIOJIb30BaHUEM METOJIa OJMHOYHOTO BJIOXA.

Penmeenockonuueckoe uccneoosanue.



54

JI71s1 UCKITIOYEHUS TPHIXKU MUIIEBOAHOTO OTBEPCTUS AuadparMbl, THTIOTOHUU
MUINEBoJa, »30(aruta MNPOBOAWIACHE PEHTTCHOCKOMUS TMHUILNEBOJAa C OapueMm.
[NanmenTa mpocwin BO3JEpkKaTbCs OT MpUeMa MUIIM, HaYMHAs ¢ MOJyHOouu. Bo
BpeMsI UCCIICIOBAHMS MAIMEHT HAXOIWICS B TOPU30HTAIBLHOM TosioxeHnuu. [locie
JIOTKa ¢ OapueM MalueHTa IOoMeIllald B TamMMa-KaMepy W Halmomand 3a
MpOJBMKEHUEM OapueBOl B3BECH 10 IHUINEBOJY C perucTpanueid BpEeMEHU
MPOXOXKACHUS U OLEHKHU (DYHKIIUU MUIIEBOA.

Kanunnapockonusa nozmesozo nosica.

Bcem mnamuentam ¢ CCJl, uaMOnaTUYeCKOW JIETOYHOM THUIEPTEH3UEH,
rpynmne KOHTPOJS BBINOJNHSUIACh Kamujuisipockomnus HorrteBoro Jjoxka (KHJI).
Kanunnsipockonus HOrTEBOTO JOXa MPOBOJAWIACH Ha IU(GPOBOM MHUKPOCKOTIE
DigiMicro Lab 5.0. OmeHka mMOpaKeHHS MHKPOLUUPKYIATOPHOTO pycia
MPOBOJMJIACH COTJIACHO  BBISBICHHUIO PA3jMYHBIX MPOMOPLUN  IMapaMeTpoB
CKJIEPOJIEPMHUECKOT0 MaTTepHA (TMTAaHTCKUE KAIMWUISIPBI, «IOTEPs» KAMUIUIIPOB,
MUKpPOTeMOpparul U pa3BeTBICHUs] KammuisipoB). CornacHo oOIenpu3HaAHHBIM
CTaHJapTaM KalnuUISIPOCKOMUYECKON TEXHUKH HMCCIEIOBAHUS, CYIIECTBYIOT TpH
OCHOBHBIX mHaTTepHa — 'panHuil", "akTuBHbIA", W "mO3AHUU", KOTOpBIE

npeacrasieHbl Ha Pucynkax 3,4.5.

PucyHnok 2. HopmanbeHas cTpykTypa HOrTeBOro jgoxa. Ha jaHHoM prucyHke BUIHA
O/IHOpOIHAs CTPYKTYpa KaMUJIAPOB, MX HapamieabHocTh. KonnuecTBo Ha 1 MM?

cocTaBysieT OoJiee 7 KamuJUIIpOB.



Pucynok 3. "Panuuii" narrepH. Ha naHHOM pHUCYHKE BHUJHBI KaNWJUISIPBI C
pacUIMPEeHHBIMU BOCXOJSIIMMHU U HUCXOASIIMMHU TETISMH, OTMEYaeTcs MOTeps

napainenbHocTd. KonudyecTBo KanuiispoB HopManbHoe, 6osee 7 Ha 1 MM,

Pucynok 4. "AxrtuBHbii" mnatrepH. Ha nmamHOM pucyHke HabmromaroTcs
pacIIMpeHHbIe KaMWUISIphl ¢ yBEJIMYCHUEM AuamMeTpa Ooibiie 4em B 3 pasa oT
HOPMBI (TUTQHTCKUE Kamwuisiphl). HemapamienbHOCTH BBIpaKeHa OOJIbINE, YeM

npu “panHeM” nattepHe. KoanuecTBo Kanuuisipos MeHee 7 Ha 1 MM2,



Pucynok 5. "lloznuuit" narrepH. Ha paHHOM pHCYHKE OTMEUYAaEeTCsl PE3KOe
CHIDKEHHE KOIMYECTBA KANMJLIAPOB Ha 1 MMZ MOIHOE paspylleHHE CTPYKTYpHI

KaIlmuJIsApoOB, IPU3HAKU HCOAHI'MOTCHE3A.

Hannume roMOreHHO YBETMUYEHHBIX KAaMWUIAPHBIX TMEeTeNlb (TMraHTCKUX
KalJUIIPOB) YKa3bIBAIOT HA PAHHEE YaCTUYHOE MOBPEXK/IEHHE CTEHOK KalWIUISIPOB U
SABIIIFOTCA TPU3HAKOM «PAHHEro» mNaTTepHa. MHKporeMopparud HOITEBOIO JOXka
TAaK)KE CBA3aHbl C HM3MEHEHHOM LEJIOCTHOCTBIO CTEHKH COCYIOB U H3MEHEHHEM
SHOTENIMANBHBIX  KJIETOK. MukporeMopparuu  SIBISIFOTCSL ~ pE3YJIbTaTOM
YpEe3KANWIJISIPHOM TpaHCCYNAllMM JPUTPOLMTOB W3 KaNWUISAPHOW TMETIH H
SBIISIIOTCSA MPEAUKTOPOM pa3pyLIEHUs] THMTaHTCKUX KaNWUISIPOB C MOCIEAYIOUIEi
«IOTEepeN» KamuJUISIPOB, YTO XapakTEPHO ISl «aKTUBHOro» mnarrepHa. Illpu
«TIO3/THEM» TTaTTepHE HAOIIOMAETCs COKPAIICHHOE YMCIIO KAMWUISPHBIX METENbh KaK
CIIEZICTBME  TIOJHOTO  PAa3pyIIeHWsT TUTAHTCKUX  KamwusipoB.  OOmmupHOe
MCYE3HOBEHUE KaNMUIAPOB MOKET MPUBOAUTD K TIOSBICHUIO OOJBIIINX aBACKYJISIPHBIX
o0acTeil 1 KOMIIEHCATOPHOMY HeoaHTHoreHesy. lIpu mccrienoBannu KOHTPOIBHON
TpynImbl HAOMIOJAINCh TaKWe aHOMAJIMU KalWJUIIPOB, KaK W3BHUTHIC TETIN (BETBH
MEPECEKAIOTCA MEXKIY COOOM WK ¢ IPYrUMHU KanwIsipaMH), TYCTble TIETJIM (BETBU
MaJeHbKOTO pa3Mepa M HMEIOT MHOTOKpaTHbIE OTBETBJIICHUS), SKTa3WPOBAHHbBIC

IICTIIN (BGTBI/I KalmMJIJISIPOB  YBCJIIMYCHBI l'IpI/I6J'II/I31/ITCJ'II)HO B 4YCTBIPC pas3a OT
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HOpPMAJIbHOM IIMPHHBI) U «IIPUYYJIMBBIE» NETIH (C aTUNMYHOW Mop(osoruel, He
COOTBETCTBYIOIIIEH paHEe OMPEACNICHHBIM KAaTEeropusiM). DTO SIBISETCS BapUAHTOM
HOPMBI ¥ BCTpeUaeTcs B cpeaHeM oT 2 % 1o 25% 3mopoBoro Hacenenus [153,154].

HccnenoBanne mnpoBOAUIIOCH C HCMOJB30BAHUEM KallId HMMMEPCHOHHOTO
Maciia, HAHOCUMOIO Ha OCHOBaHME HOrteBoro Jioxka (amanr -V manbieB obenx
pyk. OnenuBanack MOp(OJIOTHsl, ApXUTEKTYPa, KOIMYECTBO KAMJUIAPOB Ha 1 MM2,
Taxxe nmpoBoAMIIACh MOJYKOJIWYECTBEHHAs! OLIEHKa MOP(OJIOrMYECKUX M3MEHEHUN
(pucyHOK 6): 4YHCIIO TATOJIOTHYECKUX KAMWULIPOB COOTHOCHIOCH C  YKCIIOM
KalWUISIPOB, OCUUTAHHBIX BJIOJIb OJTHOTO MIJUTMMETPA B IUCTATILHOM PsiTy HOTTEBOTO
noxa. CpeqHee 3HAUEHUE OLEHKH ISl KaKIOT0 KanWIISIPOCKOIIMYECKOTO MapaMeTpa
BBIUUCIBUIOCH TIPU aHAM3e 10 KpaiHel Mepe IByX oOsacTeld B CpefHed o0sacTu
HOI'TEBOTO JIO’KA KAKIOr0 MANbLA; CPETHUE 3HAYEHHSI OLICHKH Ka)KAO0T0 U3 3TUX BOCBMU
NaJIBLIEB CKJIA/IBIBAINCH BMECTE, U 3aTEM JEIMIINCh HAa BoceMb. [loiydueHHOE 3HaueHue

OICHKHU JIA KaXXKA0I'0 KAITUIIJEIPOCKOIMNYCCKOI'O IMapaMeTpa aHaJIM3UPYCTCA 110 CUCTEME

(0-3 6amna).

0 —-%oaee 9 kanuLIsApOB/1 MM | | 0 —=Her anbTepannii
1 7-9 kanuaApos/1 MM | | ——Menee 33% aasTepanmii
2 ———4-6 kanELIAPOB/1 MM . 2 ot 33 10 66 %
3 ——1-3 xannaaapa/l Mm | aabTepanmii
3 0oJ1ee 66% aapTepanHi

Pucynok 6. [TonykonuuecTBeHHas OLIEHKA KaMJUISIPOCKOMMMYECKUX U3MEHEHUIA.

Yucno maTonorudecKux KalmuJuIApOB COOTHOCHUTCA C YHCIIOM KallWIIIPOB,

MMOCYUTAHHBIX BAOJIb OJJHOI'O MHUJIJIMMETPA B AUCTAJIBHOM Psy HOI'TECBOI'O JIOXKaA JIBYX
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obyacteil B cpefHel 00JIaCT HOI'TEBOIO JIOXkKa Kakaoro naibla. CpenHue 3HaueHUs
OLIEHKH Ka)KJI0r0 U3 3TUX BOCBMU MAJIbLIEB CKJIAIbIBAIOTCS BMECTE, @ 3aTEM JIEJATCS Ha
BoceMb. OLeHKa JJIs1 KaXKI0ro KalWIIIPOCKOIIMYECKOT0 ITapaMeTpa aHAIU3UPYETCs 110

cucreme ot 0 10 3 6asuIoB.

2.2. /In3aiin ucciaeaoBaHus
B nccnenoBanue ObUTH BKIIOUEHBI CJICTYFOIITUE TPYIIITHI TAIUEHTOB:

I'pynma 1. TlanueHtsl ¢ cUCTeMHOM ckiepojepMueit (68 uenoBek)
Pa3TUYHON JUIUTETLHOCTH 3a00JICBaHUS — PAHHSS, KIMHUYECKH OYepUYCHHAS U
no3auss cragus CCJI.

I'pynma 2. TlamueHThl ¢ WIMONMATHYECKOW JIero4HOW rurnepteHsuen (13
Yesi0BeK), peBMaTOUIHBIM apTpuToM (20 yenoBek), ocreoapTpuToM (20 uenoBek),
JEpMaTo/TOIMMUO3UTOM (12 yenoBek).

['pynna 3. I'pynmna KOHTpoJig 3A0poBbIX Jull (17 yenosek).

CxemaTnyeckui ﬂHBaﬁH HCCIICAOBAaHUA IIPCACTABIICH HA PUCYHKC 7.

[wnsanH nccneposanus (cxema)

Ipynna nauneHToB ¢ CC[
TpebytoLLMX NPOBEAEHNS
WHTEHCMMKaLMM Tepanmm
umknogocgaHom n=15

lpynna CC[l 68 yenosek
(32 ¢ pandbapy3Hoit +
36 NMMMMTUPOBaHHOA)

*Kanunnspockonusi HOrTeBOro noxa
+CTaHAapTHOE MHCTPYMEeHTanbHoe obcrnenoBaHve
*Mapkepbl AUChYHKUUKM SHAOTENMUS
*IMMyHORornyeckne mapkepbl

pynna 3mopoBbIx
nmy

Kanunnspockonus
HOITEBOrO J10XXa

Ipynnbl cpaBHEHUSI

Pucynok 7. CxeMaTHuueckuil 1U3aiiH UCCIIET0BAHHUS.
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OuzaiH nccneaoBanns (MpoaosTkeHne)

=KanunnApoCKONWA HOMTEBOro N KA
«CTaHAapTHOS MHCT Py MEHTAMNEHOE
ofcnenos aHve

=l apKepe! AuchyHELWY 3HA0TENKA
=JIMMYHONOTHY ECKWE MaRKEpbI

Tepanua uuknod ocd aHom
NPOAOTHMTENEHOCTE — B MeCALLE

lpynna naumentoe c CCO,
TpebyrwLwmx npoeegeHuA
MHTEHCUG MKaLMK TE panuu
unknod ocd aHom n=15

Kanunnapockonua Hormeeorno
noxa (2-a Tovka)

Pucynok 7. Cxematndeckuil Ju3aiiH UCCIIEIOBAHMUS.

B nocnenytomem u3 rpynnsl CCH Obuto otoOpano 15 4enoBek, KOTOPHIM
OBLIIO MOKa3aHo IPOBEJECHUE WHTEHCU(UKAITUU Teparnuu
IIFOKOKOPTUKOCTEpouiaMu 1 mukiodochamuaom (exeMecsyHble WHOY3UH B
TeueHre 6 mecsieB). [lo okoHuaHnuu jeudeHuss MOBTOpHO TpoBoauiack KHII ¢
OLICHKOW JTUHAMHUKH OPTaHHBIX MMOPAKECHUM.

[lariueHTaM ¢ peBMATOMAHBIM  APTPUTOM, JEPMATO/MOIMMHUO3ZHUTOM,
OCTE0apTPUTOM, MUIAMOINATHYECKOW JIETOYHOM TUNEPTEH3UEW W TpyNne KOHTPOJIA
MIPOBOJMJIACH OJHOKPATHO KAaIWJUIPOCKOIMS HOITEBOTO JOXka IO CTaHAApTHOU
METOJIMKE MPHU IEPBUYHOM OCMOTPE.

B Teuenne momyroga 6onpabiM CCJ U3 Tpyniibl MHTEHCU(DHUKAIIUN Teparuu
OJTHOKPATHO €XKEMECIYHO MTPOBOJUJIVCh BHYTPUBCHHBIC nHby3Un
muknodochamuna B go3upoBke 500 Mr/M? M INIFOKOKOPTHKOCTEPOMAAMH
(nexcamerazoH 16-32 wr). Hapsay c¢ 3TuM, nDalueHTaM C BBIPAKEHHBIM
CHHAPOMOM PelHO 1o mnoKa3aHWsIM NPOBOAWIACH BA30AKTUBHAS Tepamnus
npenaparom Bazampoctan B mosupoBke 20-40-60 Mkr (1o HapacTaromeid cxeme

o kKoHTpoJsiem AJl).
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Yepe3 6 mecsleB NMPOBOAWIACH MOBTOPHAs KaNWJUIIPOCKOIMUS HOT'TEBOIO

JI0%Ka TocJie Kypca MHTEHCU(UKALIMK TepaNuu 10 CTaHAAPTHOM Mpoueaype.

Kpurtepusimu BKiII0YeHHUs NALMEHTOB B HccJieJ0BaHHe ObLIH:

1. dunarno3 CCJI, ycTaHOBIEHHBII B COOTBETCTBUM C KPUTEPUIMHU
AMepHKaHCKOW peBmaTosiorndeckor kosuieruu 1980 r., m mepecmotp 1o
kputepusim 2013 r.

2. lna rpynn cpaBHeHusi: Auarno3 PA B coorBetcTBuu ¢ kpurepusimu ACR u
EULAR 2010r., ntuarno3 nepBUYHOTO JEPMAaTO/MOIMMHO3UTAa HA OCHOBAHUU
kputepueB Bohan u Peter, 1975 r., nuarHo3 uamonatuyeckod JIErO4HON
TMIIEPTEH3MM Ha OCHOBAaHUM pekoMeHnaimii EBpomneiickoro obiiecTsa
kapauonoros/EBporneiickoro obmiectsa myiapbMoHOIOroB ot 2009r., auarxHos
TFEHEPAJIM30BaHHOIO  OCTEOApTpUTa  HAa  OCHOBAaHMM  KIMHUYECKUX
pexkoMeHnanuii Accormanuu Pesmartonoros Poccuu ot 2013r.

3. Ilonmucanue mnanMeHTOM HHMOPMHUPOBAHHOTO COIJIACHUS HA Yy4yacTHE B
UCCJIEI0BAaHUHN

Kputepuu Briawdenus 60abHbIX CC/l B rpynny mHTeHCHPHUKALHU

TepanuM rJIIKOKOPTHKOCTEPOUIAMH U HUKI0(pochaMuioM BKIIOYAIN:

Hanuune nporunoctuueckux GakTopoB TSKETOro TeUEHUs 3a00IeBaHuUs :
a. BrbIcokas akTUBHOCTbH 3200J€BaHUs
b. HuTepcTuManbHOE TIOpakeHUeE JIeTKuxX Oosee 25 %
C. BrisBnenue BricOkMX TUTPOB crienuduueckux ayroanturen (AHD B
BBICOKOM THTpE, anTtutes Scl-70, Th/To)
d. Crenenp akTuBHOCTH (2-3)

€. Hanuuue BrIpaK€HHOU JIETOYHOM TUIIEPTEH3HH.

Kpurepuu uckiarwoyenus 60abHbIX CC/l 3 uccinenosanus

1) Tsoxenbie (GOpMBI TOPAKECHUS CEPACYHO-COCYAUCTON CHCTEMBI (BBICOKHE

CTauu CEpJCYHON HEJOCTATOYHOCTH), TSDKEJble OpPraHHbIE IMOPAXKEHUS
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MEYCHU, TIO0YEK, OHKOJIIOTUYECKHUE COCTOSHUSA (CONMMIHBIE OIyXOMH |
mumbonponudepatuBHble  3a00eBaHusl), TYOEpKyJle3 U  IPOTEKarollue
MH(DEKIMOHHbIE 3a001€BaHUsI.

2) OTKa3 OT MPOBEIICHUS HCCIICIOBAHUSI.

2.3 CraTucTu4ecKne MeToabl AaHAJIN3A JaHHBIX.

[Tony4yeHHsle MeIUKO-OMOJIOrHUECKe AaHHbIe oOpabaThiBaiuch Ha DBM C
nomoiipio nporpammuoit cuctembl STATISTICA ans Windows (Bepcusi 7.0).
JlanHass mporpaMma mpuMeHsieTcsd JUisi OO0paOOTKM TMOJIyYEHHBIX JaHHBIX H
CTaTUCTUYECKOTO aHaiusza, a  TaKxe BBIMIOJIHAECT ~ pacyeThl IO
CTaHJapTU3UPOBAHHBIM (OopMyllaM MaTEMaTUYECKOM CTATUCTUKH, HCIOJb3Ys
TOJIbKO cyliecTBytomue u onpeaeneHubie ganHbie. STATISTICA BeimonHsieT Bce

BUBI aHAJINW3a 110 MAKCHUMAJIbHO IMUPOKOMY Ha60py AJIrOpUTMOB U MCTO/JOB.

Ha6op ucxoausix JaHHBIX IO paboTe MOATOTOBIICH C LIETbI0 (POPMUPOBAHUS TPYIII
U TOATPYII B COOTBETCTBUHU C PAa3HOOOPA3HBIMH KPUTEPHUSIMHU U pacyeTaMu Ha

H€O6XO,ZII/IMOM YPOBHC ACTAJIMU3ALINN.

B cooTBeTCTBHHU C HAIIMMU OCJIMHU U 3a/la4aMHi UCCIICAOBAHN:A, 4 TAKIKC C YICTOM

AHAJIIU3HUPYCMBIX TAaHHBIX BBIITIOJIHAIOCH!:

- TOCTPOCHHE W aHAJU3 JUarpaMm | rpadukoB pazOpoca JaHHBIX;

- OmpeJeseHNe THITA PaCIpeIeIeHUN JaHHBIX;

- TOCTPOEHHUE THUCTOTPAMM C pa30OpOCOM JaHHBIX;

- pacdeT OJJHOMEPHBIX U MHOTOMEPHBIX YaCTOTHBIX TAOJIHII,

- pacdeT CTaHAAPTHBIX CTATUCTUYECKUX TMapamMeTpoB (CpelHUE 3HAYCHUS,
OIMOKH CPEAHNX, CPETHEKBAIPATUUCCKIE OTKIIOHEHUS, pa30pOC JaHHBIX);

- TIOCTPOCHHE W aHaIu3 KOPPEISIIIMOHHBIX TOJIEH MEXIy aHAIU3UPyEeMbIMU
napameTpamu;

- pacdeT KOPPETAIHOHHBIX MAaTPUIl HA OCHOBE HEMapaMeTPUUYECKUX METOJIOB H

JMHEWUHON KOPPETSALINY;
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- CpaBHEHME II0KAa3aTesIey B Pa3JIUYHbIX IPYMIAX U MOATPYIIIaX B COOTBETCTBUU C
LEIAMU U 3aJa4aMH UCCIIEIOBAHU;

- NPOBEPKA CTATUCTUYECKUX TUIIOTE3 Ha OCHOBAHUU HEIAPaMETPUUYECKUX
METOJI0B HccliefoBaHus (kputepuili @umiepa, ManHa-YUTHU, KPUTEPU 3HAKOB,
kputepuit Bunkokcona, kputepuii Kpackemnna-VYonnuca);

- MHorodakTopHbiii nucnepcruonHbiii ananu3 (MANOVA);

- MCTOJ MHOI'OMCPHOI'O MIKaJIUPOBAHUAI.

I[aHHBIe MCTOAbI CTATUCTHYCCKOI'O aHaJIn3a HC Tpe6y}0T CIICIIUAJIBHOT'O KOHTPOJIA
JOCTATOYHOCTH KOJIMUYCCTBA Ha6JIIOI[CHHI>’I, BCC JOOMMYCTUMBIC 3aKJIHOUYCHHA U
OLCHKU BBIIIOJIHAIOTCA  IIPH ABTOMAaTHU3UPOBAHHOM aHaJIn3e (I)aKTI/I‘ICCKI/I

HUMCIOIIIUXCA JaHHBIX.

KpI/ITepI/IeM CTaTUCTUUYECKOU AJOCTOBCPHOCTHU TIOJIYHAaC€MBbIX BBIBOJOB MBI
cUuuTajin O6HI€HpI/IHHTYIO B HHTCPIIPCTAINU MG,III/IKO-6I/IOJIOFI/I‘I€CKI/IX

uccienoBanuii Benmuuuny p < 0,05.
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I'JIABA 3

CPABHUTEJIbHASI OIIEHKA KOMOPBHJHOCTU W COCTOSHUSA

MHUKPOIIUPKYJIITOPHOT'O PYCJIA Y BOJBHBIX JU®DYZHOU U

JUMUTUPOBAHHOMU ®OPMOM CHUCTEMHOW CKJEPOJIEPMUH,

PEBMATOUJHBIM APTPUTOM, JEPMATO/IOJHUMHO3ZUTOM,

OCTEOAPTPUTOM " HJINONMATUYECKON JJETOYHOM
IT'MIEPTEH3UEN
3.1 KoMopOuaHble CcOCTOSSHUSI Yy TALMEHTOB €  CHCTEMHOI

CKiepoAepMHel, PEeBMATOMIAHBIM  APTPUTOM, [epPMAaTO/IMOJUMHO3ZUTOM,

0CTE0APTPUTOM, HAMONATHYECCKOM JIErOYHOM rUIepPTeH3He.

B nposeaeHHOM wucClIENOBAaHMM MBI IIPOBEJM OLEHKY YacTOThl U
OCOOCHHOCTEM TeYeHUsT KOMOPOWIHOW TMAaTojJoruu y OOJIBHBIX CHUCTEMHOMU
CKJIEpOJIepMUEN 51

rpynn (peBMAaTOUTHBIH apTpur,

,IIGpMaTO/HOJ'II/IMI/IOEII/IT, OCTCOAPTPUT, HNAUOIIATHYCCKAA JICTOUYHAA FI/Il'IepTCHBI/IH).

CpaBHCHHA

Yacrora BCTPCUACMOCTHU COHYTCTBYI-OHIGﬁ IMaTOJIOTHUH IIPCACTABJICHA B Ta6JII/IH€ 7.

Tabmuma 7. CpaBHUTEIbHAS YacTOTa KOMOPOUIHON TIATOJIOTHS Y OOJBHBIX

CCJI, PA, IM/TIM, OA u WJIT

CoryTcTBYIO CCH PA JIM/TIM OA NIJIT
mrast oOrmras (n=20) (n=12) (n=20) (n=17)
aTOJIOTUS (n=68)
NBC (n,%) 19 10 3 16 2
(27,9%) (50%)* (25%) (80%)* (15,4%)
I'b (n,%) 30 18 12 20 10
(44,1%) (90%)* (100%)* (100%)* | (76,9%)*
Cl 2 tuna 1 4 6 7 0
(n,%) (1,5%) (20%)* (50%)* (35%)*
OlM B 2 1 0 0 0
aHaMHe3e (2,9%) (5%)
(n,%)
OHMK B 4 1 0 1 0
aHaMHe3e (5,8%) (5%) (5%)
(n,%)
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[Ipumeuanue: *- cratuctuyecku 3HauuMoe paznuune Mexny CCI u

rpynnamu cpaBHeHus (p<0.05)

Yactora wumemuyeckoi Oonesnu cepamna npu CCJ[ Obuia CyliecTBEHHO
HUKe, 4yeM B rpynne 6onbHbIXx PA u OA, mpu 3TOM OKazajiach COINOCTAaBUMOM C
rpynnoit aepmaro/nonumuosuta. Crienyer OoTMETHTh, yTo y mnauumeHtoB ¢ CCJJ
BcTpeuaeMocth UBC Oblna Beie, uem B rpynmne MJII. bonee Bbicokas yacTora
UBC B rpynne PA u OA mno cpaBuenuto c¢ rpynnoit nanuentoB ¢ CCJl Oblia
CBs3aHa C COXPAHSIOUIEHCS AKTMBHOCTHIO MMMYHOBOCHAJIUTEIBHOTO Ipoliecca
PEBMaTOUIHOTO apTpuTa (Ha OCHOBAHHWM CpeaHUX 3HaueHuM nnaekca DAS28-CPb
= 3,95), 6osiee cTapuium Bo3pacToMm (cpennuii Bozpact 6osbHBIX CCJl cocTaBmi 51
roa, PA - 61 ron, OA — 63 roma), HamUuUMeM METaOOIUYECKOTO CUHAPOMA Y
OOJMBHBIX C  OCTEOAPTPUTOM U,  CIENOBaTEIbHO, C  BBIPAKEHHOCTHIO
aTEepPOCKJIEPOTUUECKOr0  mpolecca. PacnpocTpaHEHHOCTh  THMIEPTOHHMYECKOMN
6one3nu y 6onpHbIx CCJl Obula MEHbIIIE, YeM BO BCEX IPYIINaxX CpaBHEHUs, YToO,
BO3MOYKHO, Tak)K€ CBS3aHO C MEHBIIUM YHUCJIOM METAa0OJMYECKUX HApPYIICHHH U
MeHbIeit yactoroil BesiBiieHHOTo CJI 2 Tumna. CaxapHsblil guaber 2 Tumna B rpymre
6onpubix CCJl Obn BhIsiBIEH B 1 ciyuae, Torna kak B rpymnmne PA, OA, IM/IIM
TaKUX CIydaeB ObUIO 3HAUYMTENBbHO Ooibiie. OOpamiaer BHUMaHUE TOT (aKT, 4TO
octpsie cocyaucteie Hapyuienus (OMMM, OHMK B aHamHe3€) BCTpedaIiCh Yallle B
rpynne CCJl, yem B rpymmnax CpaBHEHHUs, YTO MOXKET CBUAETEILCTBOBATH O OoJiee
3HAYMMBIX IUPKYJISTOPHBIX HAPYIICHUIX MPHU JaHHON (hOopMe MaTOJIOTHH.

Hapsiny ¢ >TuM Hamu ObUI TIPOBEIEH CPABHUTENbHBIA AHAIM3 YaCTOTHI
KOMOPOUHOW TMATOJIOTHU B Tpymme OOJIbHBIX MUh(Y3HOH W JTUMUTHPOBAHHON

dopmamu CCJI. [TomydeHHbIe JaHHBIE PEACTABICHBI B TAOIHIIE 8.

Tabmuma 8. CpaBHUTENIBHAS YaCTOTa KOMOPOWIHOW MMATOJOTHH Yy TMAIMEHTOB

nuddy3Hoit u numutupoBannon popmamu CCJ

ComnyTcTBYyIOIIast CCJ] oOmas aCCJl (n=32) | nCCJI (n=36)
MIATOJIOTHsI (n=68)

WBC (n,%) 19 (27,9%) 5 (15,6%) 14 (38,9%)*
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I'b (n,%) 30 (44,1%) 8 (25%) 22 (61%)*
CJ 2 tuna (n,%) 1(1,5%) 0 1(2,8%)
OlM B anamuese (Nn,%) 2 (2,9%) 0 2 (5,5%)
OHMK B anamuese (n,%) 4 1 3
(5,8%) (3,1%) (8,3%)*

[Ipumeuanue: *- craTucThuecku 3Haunmoe paznuuue Mexay (opmamu CCJJ
(p<0.05)

Kak Buano u3 tabaumnel 8 yacrora MBC, I'b m OHMK oxa3anace
CYILIECTBEHHO BBIIIC Yy MAIMEHTOB C JIMMUTUPOBAHHOW (OpPMOIl, ueM B TpYIIIe
6onbHbIX Tuddy3Hon dopmoit CCJI. IlpuBeaeHHbIE MOKa3aTeNN, a TAK)KE JaHHBIC
JUTEPATYPhl, TOATBEPKIAIOT TOT (akT, uTo npu JumuTupoBanHou dopme CCJ]
HaOM0al0TCsl 00Jiee YacThle COMYTCTBYIONIME KOMOpPOWJIHBIE 3a00JieBaHUs, B
NEPBYIO OYEPEIb MATOJIOTHUS CEPACUHO-COCYIUCTON CUCTEMBI, YTO CBS3aHO C OoJee

IyOOKMMHU IHUPKYJISATOPHBIMUA HApYLIEHUSMH [0 CpaBHEHHIO C Juddy3HOM

dbopmoit CCJI.

3.2. OuneHka KanwusipocKonuyeckoi kaptunbl y mnanuentoB ¢ CCJ,
rPyNInaMu CPaBHEHUS U KOHTPOJIS

Y Bcex mamumentoB ¢ jguarHozoM CCJI mo nmanaeiMm KHJI oGHapyxwuBanach
XapakTepHash KOMOWHAIMS KAMWUAIPHBIX HApPYIIEHWH B HOTTEBOM  JIOXKE:
paciuipeHre BCEX TPEX CETMEHTOB KalWUISIPHOW MeTnu, "moTepa" KanuuisipoB U
paspyllieHue HOTTEBOTO KamwusIpHOro Joka. Hapsimy ¢ sTum  HaOmomanoch
MHOECTBO Pa3BETBIICHHBIX, 'TycThiX" KamwusipoB. CorjacHO pa3aU4YHBIM
OPOMOPUUSAM  MHapaMeTpPOB  CKJIEPOAECPMHUYECKOrO0  MarrepHa  (TUTAHTCKHUE
KalWwUIsApbl, TMOTEPs]  KANWUIAPOB, MHUKPOTEMOpPparu U  pa3BETBJICHUS
KalmJUISIPOB) Y BCEX HMCCIEAYEMBIX OBUIO BBIICIICHO HAWYWE OJHOTO U3 TPEX
OCHOBHBIX TATTepHOB: 'panHwuil", "axkTuBHbIM"', W "mo3guuit". Ilpu »>TOM

COOTHONIEHUE ATUX narrepHoB coctaBuwiao 10, 45 u 45 % COOTBETCTBEHHO

(rpadux 1).
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PacnpegeneHune natrepHor B rpynne bonbHbix ¢ CCJL

O3 "paHHui” nattepd, 10 %
Bl "aKkTWBHLIA" NatTepH, 45 %

£

Bl "nosgHuR” natrep, 45 %

Obwee=100 %

I'padux 1. Pacnpenenenue narrepHoB B rpynme 6oabHbIX CC/.

B 45 % cnydaeB BBISBISJICS «aKTHUBHBIM» MATTEPH, KOTOPBIH, MOMHMO
pacCUIMPEHHBIX KaMWIISPOB, XapaKTEPU30BaJICs HAJIWYUEM MHUKpPOTeMOpparuii u
aBaCKYJISIPHBIX y4YacTKOB (Ha 3TOM (OHE OTMEuajoCh CHIKEHHE KOJWYEeCTBa
KanuisapoB Ha 1 Mm?). B 45 % ciydaeB BBIABISICS <«TIO3IHUIA» HATTEPH, IPU
KOTOpOM HaOMIoaoch Oosiee BBIPAXKEHHOE COKpAIllEHWE YHCIa KamWUISIPHBIX
meTejab KakK CIEACTBHE TIIOJIHOTO pa3pylIeHHs TUTAHTCKUX KalmWwUIsipoB, YTO
MPUBOJIAIIO K TIOSIBIICHUIO OOJBINIMX aBACKYJISIPHBIX OOJIACTEM W KOMIIEHCATOPHOMY
HEOAHTHOT€HE3Y B BHJIC HAIMYMS XaOTUYHBIX Pa3pacTaHUil KamuUIIpOB.

B rpynmax KOHTpoJs ¥ CpaBHEHUS KaNWUISIPOCKOMMYEecKas KapTUHA Oblia
IpeACTaBlIeHAa €IUHUYHBIMU MATOJOTMYECKUMHU HM3MEHEHUSIMU KalWISAPOB, HE
CKJIa[IBIBAIOIIMMUCS B IMAaTOTHOMOHUYHBIE CKJIEPOAECPMUUYECKUE MATTEPHBI, 3a

UCKITIOYCHUEM 2 YEJIOBEK U3 I'PYIIIBI C IEPMATO/TIOTUMUO03UTOM (Tpaduxu 2-6).
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I'paduk 2. IlaTomormyeckrie W3MEHEHHS KaNWUIIPHOTO pyclia B TPyIIe

naruenToB ¢ UJII'.

U3 rpaduka 2 cnenyet, uro y 13 manuentoB ¢ UJII' npu nposenennn KHJI
CyMMapHO MO BCeM TMoJsM oOcieoBaHusi OOJbIIe BCEro HaOJIOAANOCh
pacmupeHue KanwuisipoB (7 anbTepalinii), a TAKKE MaTOJIOTHYECKUX U3BUTOCTEN U
MUKporemopparui (o 4 anbrepanuu). JlaHHble U3MEHEHUSI MOTYT ObITh CBS3aHBI C
NPOSIBICHUSAMH MUKPOAHTHONATUY, BO3HUKAIOIIUMU TPU JTUCHYHKIUU WM
MOBPEKICHUU DHAOTEIHUS C Pa3BUTHEM AMCOaIaHCa MEXy Ba30KOHCTPUKTOPAMHU
U Ba30AWIATATOPAMH CO CMEIIEHHEM B CTOPOHY NIpeo0iaiaHus aKTUBHOCTH

Ba30KOHCTPUKTOPOB, UTO ABIsETCS XapakTepHbim s WIT.

-

KONMYECTBO anbTepauuii, ea.
[6)]
]

A
%

I'paduk 3. IlaTomormyeckne U3MEHEHHUS KANWUIAPHOTO pycia B

TPYIIIE MAIUEHTOB C OCTEOAPTPUTOM.
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CornacHo mnonyyeHHbIM JAaHHbIM (rpaduk 3), y 20 mnanueHTtoB c
octeoapTputoM npu npoBeaeHuu KHJI cymmapHo mo BceM mosisiMm o0cie10BaHus
HAO0JII0IANIOCh PACIIMPEHUE W MATOJOTMYECKas HM3BUTOCTh KamwuisipoB (mo 2
anbrepanuu). JlaHHble HW3MEHEHUsS KIMHUYECKH HE3HAYMMbl M MOTYT OBITh

CBSI3aHBI C aHTMOMATHUEHN TIPU Y3E€JIIKOBOM BApUAHTE OCTEOAPTPUTA.

KOJIn4yecTBO anbTepauuu, en.
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I'padux 4. INaTomornueckue M3MEHEHHS KaMWULIPHOTO pyclia B TPYyIIe

IMaOUCHTOB C PCBMATOUIHBIM apTPUTOM.

Ha rpaduke 4 mokazano, uro y 20 narmentoB ¢ PA npu nposenenun KHJI
CYMMapHO IO BCEM TOJIIM 00cIeJoOBaHMs HaOII0AI0Ch PACITUPEHNE KaMUJUTSIPOB
(3 anpreparuy) W TATOJOrMYecKas HW3BUTOCTh (4 anbTepanuu). JlaHHbIE
U3MCHCHHSI KIMHUYECKH HE3HAYMMbl W MOTYT OBITh CBSI3aHBI C HadaJIbHBIMH

IMPOABICHUAMHU JUT'NTAJIBHOI'O BACKYIINTA.
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I'padux 5. INaTonmoruueckue M3MEHEHMs KaNMWJULIPHOTO pyclia B TpyIIe

MAIMEHTOB C JIEPMAaTO/TIOTUMHUO3UTOM.

Ha rpaduke 5 mnokazano, 4ro y 12 mnDanueHTOB C TEPBUYHBIM
nepmaro/nonumuo3uToM npu mposeaenunn KHJI cymmapHo mo BceM mosism
obOcretoBanusl OOJBIIIE BCErO HAOMIOJATIOCHh paclIUpeHue KanmuusipoB (8
anprepanuii), a TakkKe MX T[aToJoruyeckas W3BUTOCTh (6 aybrepanuil).
ABacKyJsipHBIE YYacTKH, HeMapaJjiebHble KamWUISIphl M MHKPOTe€MOpparuu
BCTpEUAJINCh B  KOJMUecTBe 3  anbTepauuil. PacuimpeHwe  Kanwuisipos,
MaTOJIOTUYECKUE M3BUTOCTH, MUKPOTEMOPPArvy, HemapayjieibHble KamWUIsAphl U
aBaCKyJISIpHbIE YYaCTKA y 2 MAIMeHTOB OBUIM CBSI3aHbI C CHUHApPOMOM PeiiHo,

HCPCAKO BCTPCUAOIIHNMCA IIPH 3TOM 3a00JIeBaHMH.
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I'paduk 6. IlaTomornyeckre U3MEHEHHS KaMMILUIIPHOTO pyciia B

rpyHnic KOHTPOJIA.
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CornacHo TOJYYEHHBIM JAaHHBIM, y 17 4YeJgoBEK TPYIIbl KOHTPOJS MpHU
nposenennn KHJI cymmapHo mo Bcem mnoiisiM oOcienoBaHus HaOMI0IaI0Ch
pacuIiMpeHrue W NaTOJIOTMYecKasi M3BUTOCTh KamWJULIpoB (MO S5 ajbTepaiui).
JlaHHbIE U3MEHEHUSI KJIMHUYECKH ObUIM HE3HAYMMBIMU M MOTJIM OBITh CBSI3aHBI C
JUTUTENILHBIM aHAMHE30M KypeHus (0oJiee 5 IeT y 5 4esnoBek).

Hapsiny ¢ onricaHHbIMM KJIACCUYECKUMU HAPYIICHUSMU ITUPKYIISTOPHOTO pyciia
y 00CIeNOBaHHBIX MAIlMEHTOB Mbl HAOMIOJANIM W JOTOJHUTEIbHBIE W3MEHEHUS
KalUIIPOB HOTTEBOTO JIOXKA, XapaKTEPU3YIOIIMECS  M3BWIMCTOCTHIO (BETBU
CKpY4YEHBI, HO HE NepEeceKaroTcs), MepecedyeHneM KanmuiipoB (BETBHU MEPECEKAIOTCS
Jpyr ¢ OpyroM OJWH WM JIBa pasa), MepeceyeHrueM Kamwusipa ¢ co0oll WM ¢
JPYTUMH KalWUIIpaMH, TYCTBIMHU METISAMU (BETBU MaJIEHBKOTO pa3Mepa U UMEIOT
MHOTOKpATHBbIC OTBETBJICHUS), SKTa3UPOBAHHBIMU TETISIMH (BETBU KalUJUISIPOB
YBEIIMYCHBI TMPUOJIM3UTEIPHO B YEThIPE paza OT HOPMAJIBHOM NIMPUHBI WU C
auaMeTpoM BeTBH > 20 MKM) U «IPUYYIJUMBBIMKA» TNETIAMH (C aTUIIAYHOMN
MopdoJIoTHel, HE COOTBETCTBYIOIIEH paHee ONpeAeNiCHHBIM KaTeropusm). Y
3[IOPOBBIX JIMIl PACIPOCTPAHEHHOCTh MPUBEICHHBIX aHOMAJUMil ObUIa CIIEAYIOIICH:
U3BUTHIE METJIN BCTpeUaroTes B 25 % ciyuaeB, sktaszus - B 12 %, rycteie netiu - B 7
% ¥ «IIpUYy/UIMBbIC TIeTIM»- Y 2 % o0cienoBanHbIX [155].

[Ipu wuccnenoBaHMM KamwUIIPOB B TPYMIax OOCIEAOBAHHBIX JIMIl OBLIO
BBISIBJICHO, YTO YUCJIO KanuuaapoB Ha 1 Mm? y 60abHbIX CCJl GBLIO 3HAUMTENBHO
ke (p=0.0003), wem y mnamumentoB ¢ PA, nepmaro/momummuosurom, WIIT,
OCTEOapTPUTOM M B TIpymme KOHTpois. [lomydeHHble NaHHbBIE MPEACTABICHBI B

rpaduke 7.
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Yucsno Kanmuwisapos Ha 1 mm?
13
12
p<0.0001
11 ¢ R
p<0.0001 | | p<0.0001
p=0.008 L
107 T =0.02
o | o el
9 I I — T —_—
[m]
gl -
[m]
7t [m]
6 L
5 L
4 1 1 1 1 1 1
1 2 3 4 5 6
Juarnos

I'paduk 7. CpaBHeHHE YMCIa KamWLIApoB Ha 1 Mm? B pasHeIx rpymmnax ( Cpennee

cpeiHdAs omMOKa - cpenHee oTKIOHeHHE, P= oTHOcUTenbHO Tpymsl CCJI).
Huarno3: 1- cucremnas ckiepojaepmus, 2- mnauueHtel ¢ WIII, 3 —rpynma
KOHTpoOJIsl, 4 — Trpynma c oOcCTeoapTpuToM, S5- rpymma ¢ PA, 6- rpynma c
JEPMaTO/TIOJTMMHUO3UTOM.

Ha nannom rpaduxe umcno kamumuispoB Ha 1 mm? B rpynme CCJI 6bu1o
3HAYMMO HUKE, 4eM B rpymnmax cpaBHenus (2,4,5,6) u xkoutpoius (3) (p=0.0003).
Yucno xanumistpos Ha 1 mm? B rpynme CCJI Taxke 0OKa3aloch JOCTOBEPHO HMKE
(p=0.02), yeM B rpyme AepMaTo/OJIMMHO3HTA (6), TaKe ¢ YIeTOM HAIHYUA Yy 2-X
MAIMEHTOB KalUJUIIPOCKOMUYECKUX U3MEHEHUH, aCCOLMUPOBAHHBIX C CHUHAPOMOM
Peitno. ITokaszaTenu umcia KamuuisapoB Ha 1 mm? B rpymne GombHbix WL (2),

octeoapTpuToMm (4), PA (5) u rpynme koHTposis (3) CYIIIEeCTBEHHO HE Pa3InyainCh.
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3.3. OneHka xapakrepa KANWLIAPOCKONMYECKUX U3MEHEHH B 3aBUCUMOCTH
OT VINTEeJIbHOCTH 32a00J1eBaHHUSA.

Cnengyer OTMETUTh, YTO B XOJ€ IPOBEACHHOTO HCCIEIOBAaHUS HaM HE
yaJoCh BBISABUTh 3HAUYMMBIX B3aUMOCBSI3€H MEXAYy KalWUISIPOCKONMUYECKUMHU
naTrepHaMu U kiuHudeckumu popmamu CCJ (auddy3Hoi 1 TMMUTHPOBAHHOMN ),
OJIHAKO OBUIM YCTAaHOBJICHbl 3aKOHOMEPHBIE pACIpEIENeHUsl MaTTEpPHOB B
3aBUCUMOCTH OT MPOAOKUTENIBHOCTU JTAHHOTO 3a0oJeBaHus. YyBCTBUTEIBHOCTD
U Creuu(PUUHOCTh Pa3IUYHBIX 3JEMEHTOB KANMWLISPOCKONMMYECKOTO0 MaTTEpHA Yy
NAIMEHTOB € pa3nuyHON JuuTenbHOoCThI0 TeueHus: CCJl npencraBieHsl B Ta0auIe
9.

Tabnuuna 9. YyBCTBUTENBHOCTHh M CHEHU(PUYHOCTh PA3IMYHBIX 3JIEMEHTOB
KalmuUIIpOCKonuyeckoro narrepua y namueHToB ¢ CCJl, uMeromux pa3indHylo

JIIATCIIBHOCTD 3a00JIEBaHH

"Pannuii" marrepH "AKTUBHBIN" maTTEpH "[To3auuit" marrepu
UysctButens | Crenuduua | UyscrBuren | Cnenmduun | UysctBut | Cnernud
HOCTb, % HOCTb, % BHOCTB, % ocTh, % €IIbHOCTh, | HYHOCTD,
% %

Pannss

dbopma 100 66,67 100 100

CCA

AKTHBHas

dbopma 100 100 94,4 100 100 100

CCA

[lo3musas

dbopma 50 100 100 100 100 100

CCH

«PanHMit» 1 «akTUBHBIN» NTaTTepH 1pHu panHert popme CCJI mokazamu 100%
YyBCTBUTEIBHOCTh, B TO BpeMsA Kak CHEeHU(UUYHOCTh «PaHHETO» MaTTepHa
oka3aynach B mpenenax 66,67%, a «aktuBHoro» 100 %. IIpu 3TOM mocTeneHHOE
MPOTPECCUPOBAHUE JaHHOTO 3a00JIEeBaHUS CONMPOBOXKIAIOCH HapacTaHHUEM

YYBCTBUTEJIBHOCTH M CIIEIM(PUUHOCTH Bcex naTtrepHoB 10 100%, 3a uckiroueHueM
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YyBCTBUTEIBHOCTU «aKTUBHOTO» marrepHa npu aktuBHOM popme CCJ (94,4%) u
«paHHero» mnarrepHa npu no3aHed craauu  (50%). Takum  oGpaszowm,

YyBCTBUTEJIBHOCTh M CHEHU(PUYHOCTh BCEX NATTEPHOB OKa3ajach Haubosee

3HAYMMOM npu akTUBHOU U mo3aHen popme CCJI.

3.4. CpaBHUTE/bHBII AHAJM3 CINEKTPOB AYTOAHTHTE] y NMALMEHTOB C

aud¢y3noi nu aumutupoBanHoi gopmamu CCI.

OpakTUYecKn y Bcex oOcinenoBanHbix OonbHbix CCH. Opnnako

OOpaiaer BHUMaHue TOT (PaKT, YTO AHTUHYKJICApHBIN (HaKTOp ObLI BBISIBICH

CIIEKTP

BBIABJICHHBIX AHTHHYKJIICAPHBIX AHTHUTCI Y ITOM I'pYIIIbI OOJBHBIX Pa3HUIICA B

3aBucumoctu ot popmel CCJI (Tabnuma 10).

Tabnuua 10. Cnextp aytoanturen y 6onbHbix CC/I.

AutHn Autn- | Aatu- | AaTi- | Autu- | Agtu- | AgTH- | AHTH- | AHTH- Autr | At
Scl-70 | CENP | CENP | RNP RNAP | PMScl | PMscl | Th/To | ®ubpu | u- -Ku
-A -B 1 i -100 -75 smapud | NO
(RP- (RP- R-90
11) 155)

Hudd
y3Has
dhopma
CCa 40%*| 32% 21% | 39 %> | 39 %* | 46 %* 7% 4% 7% 10% | 13 %
(n=31)
Jlumut
poBa
HHAas
dhopma
CC/I 15% 55%* | 48 %* | 37 % 37 % 30 % 11 % 0 7% T% | 7%
(n=27)
[Tepex
pecTHa
P
bopma | 22 % 44 % 44 % 44 % 44 % 44 % 11 % 0 0 11% | 0%
(n=9)
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[Ipumeuanue: *- cTaTUCTMYECKU 3HAUYUMOE Pa3Myue MEXIY pa3sHbIMU (opMamu

CCJI (p<0.05)

CornacHO JaHHBIM, IpeacTaBieHHbIM B Tabnuue 10, cnextp ayroaHTuTen
UMeIl KOPPENIUOHHBIE CBS3M C OnpeneieHHpIMU KinHnueckumu popmamu CCJI.
Tax npu muddysnoit Gopme CCJl oTmedanach HauOOJbIIAS BCTPEYAEMOCTD
antuten k SCl-70 (40 %), npu JIMMHUTUPOBAHHOW (OpPME dallle BBISIBISUIUCH
antutena k neHtpomepam - CENP-A (55 %) u CENP-B (48%), a y maiiueHToB ¢
nepekpectHbiM cuaapomomM aHtuteiaa kK CENP-A (44%), CENP-B (44 %), Autu
RNP 111 (44%) u Aatu RNAP 11l (44%). OGpamiaer Ha ceOsi BHUMaHHUE BBICOKAs
9acTOTa BCTPEUYAEMOCTH aHTHTEN K monmmepaze | u 3 TumoB mpu Bcex dopmax
CCJl, 49rto xapakTepu3yeT TeTEepOreHHOCTh KIMHHUYECKHX MPOSBICHUM,
aCCOIMUPOBAHHBIX C IAHHBIM TUTIOM aHTHUTEIL.

B tabinue 11 npeacraBieHbl JaHHBIE IO BBISIBICHUIO PA3IUYHBIX AaHTUTEI B

rpymre 6onpHBIX CC/I.

Tabnuna 11. BerpedaemocTs pa3nuuHbx ayroaHTuten y manueHtoB CCJJ

(abc. uncio O0NBHBIX, %).

AHTH- AHTH- AHTH | AHTH
Antn | PM- Antn | Aatn | ®ubp | Aat | AHTH | - -
Auru | -PM- | Scl - -NOR |umnap | -RP -RP CEN | CEN | Autn-
-Ku Scl 75 | 100 Th/To | 90 WH 155 11 PB PA Scl-70
AHTUH- 6
Ku
AHTUH-
PM-Scl 9
75
AHTH-
PM-Scl L 0 L 0 5
100 (20%) | (20%)
AHTH- 1 1 2
Th/To (50%) (50%)
AHTH- 2 1 1 6
NOR 90 | (33%) (17%) | (17%)
AHTH 1 1 1 2
QuOpHIL | 5500 | (2506 | (25%) | (25%) | (50%) | 4
JIapuH
AHTH- 2 4 3 1 4 1 26
RP 155 | (8%) | (15%) | (12%) | (4%) | (15%) | (4%)
AHTH- 2 5 2 3 1 24 26




[Tpomomxenue Tadbmuisl 11

75
RP11 | (8%) | (19%) | (8%) (12%) | (8%) | (92%)
é‘éﬁdp 2 1 2 1 1|12 |,
5 ©O%) | (4%) O%) | (4%) | (48%) | (52%)
éﬁﬁ,“g 1 4 1 3 2 13 |14 |23 |
s 4%) | (14%) | (a%) (11%) | (7%) | (46%) | (50%) | (82%)
Antn- | 3 1 1 1 2 1 6 5 1 2 o
Scl-70 | (16%) | (11%) | (5%) | (%) | (11%) | 5%) | (32%) | (26%) | (5%) | (11%)

B nanHo# Tabnuue nokasaHa reTeporeHHOCTh ABYX OCHOBHBIX KIIMHUYECKHUX
dopm CCJl (mumutupoBaHHOM U AP Y3HON) MO OCHOBHOMY CHEKTPY AHTHUTEI
(LLEHTPOMEPHBIX M aHTUTEJ K TOIIOU30MEpa3e), COUETaHUE KOTOPBIX HAOJII01a10Ch
auib y 3 manueHToB. BMecTte ¢ TeM oTMeuanach BBICOKAash YaCTOTa COBMECTHOIO

ONPCACICHUA AHTUHOCHTPOMCPHBIX AHTUTCII W AHTUTCI K PHK-HOJII/IMepaBC

(mopsiaka 46-50%).

[IpuBeneHHbIC JaHHBIE CBUACTEIBCTBYIOT O TOM, TMPHU HCIOIb30BaHUU
CKPUHUHTA CIENU(PUIECKUX AYyTOAHTUTENI MOXHO JIMarHOCTHPOBATh MUDPYy3HYIO
win JuMmutHpoBanHyio ¢opmy CCJI, a Takke NPOTHO3UPOBATH €€ TEUYCHHE U

HanOOoJIee YaCThIC OCIIOKHEHUS.

3.5. Cnekrp mnopaxeHWsi OpPraHoB MuileHeii mnpu aupdy3Hoii u
JuMuTHpoBaHHoii popmax CCJL
CpaBHUTENbHAS KIMHAYECKAs KapTHHA OOJBHBIX MO3UTHBHBIX IO TPYIIIIaM
ATA (Scl-70) u AIIA (CENP-A/B) npencrasiena B Tabuuie 12.
Tabnuna 12. CpaBHHUTENbHAS KIMHUYECKAas KapTUHA OOJBHBIX MO3UTHBHBIX

no rpynnam ATA u ALIA

IHoka3aTteib [lo3uTHBHBIE IO AHTHU- [To3utuBnbie 10 anTu -CENP-
Scl-70 (n=19) A/B (n=28)

Ilomn, YKEHILUHBI: 17:2 280

MY>KUHHBI

Bospacr, ner 54 (42-60) 55 (50-61)

[IponomxuTENBHOCT 6 (3-9) 7 (3-12)

b 3a00JICBaHMA, JICT

[TopakxeHue Koxu

MoznupuupposasH 20 (14-32)* 13 (8-19)

b
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CcUeT Ponnana,
0asoB.

[IpoxcumainbHas
74% (14/19)* 39% (11/28)
ckieponepma, (%),
a0c. yncio OONBHBIX

Kanbunduxatsi,
(%), abc. wmcio 32% (6/19) 50% (13/26)*

OOJIbHBIX

Teneanrnoskrasum,
(%), abc. uuciao
OOIBHBIX

47% (9/19) 64% (16/25)*

JIurutanbHbIN
aprepunt, (%), aoc.
YUCJI0 OOJIBHBIX

32% (6/19) 54% (14/26)*

JIMruTanbHbIe S3BEI,
(%), abc. uumciao
OOJIBHBIX

26% (5/19) 28% (7/25)

[Topaxenune KKT

Jucdarnus, (%), ade. 74% (14/19)* 58% (15/26)
YUCII0 OOJIBHBIX

D30¢arur, (%), adc. 63% (12/19)* 38% (10/26)
YUCII0 OOJIBHBIX

[TopaxeHue GPOHXO-JIETOYHOM CUCTEMBI

AYCKyIbTaTUBHO
OIpeIeIISIEMbIN
(beHomen 59% (10/17)* 22% (5/23)
KpEenuTaIuu B
nerkux, (%), abc.
9HCJI0 OOJTBHBIX

Pentrenomorudecku
e MIPU3HAKH
6asaibHOrO 63% (10/16)* 39% (9/23)
mHeBMOGHOpo3a,
(%), abc. umcio
OOJIBHBIX

AKTHUBHBIC
WHTEPCTUIIHATBHBIE
W3MEHCHMUS B
JIETKUX II0 JaHHBIM
KT (MatoBoe€
crekio), (%), abc.
YHCIIO OOJIBHBIX

39% (7/18) 26% (6/23)
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JlaBneHue B
JIETOYHOU

34 (26-40) 36 (24-45)
Aprepun, MM. PT.
CT.
XEJL, n 3,0 (2,6-3,7) 3,5 (2,8-3,6)
KEJL% K 104 (96-110)* 115 (100-125)
JTOIHKHOMY
Nunexc Tuddno,% 89 (86-105)* 116 (86-121)
[TopaxxeHne HEPBHOW CUCTEMBI
ITonuuenponarus,
(%), abc. umcmo 17% (3/18) 12% (3/25)
OOJILHBIX

[lopaxeHue cepieuHO-COCYAUCTON CUCTEMbI

ApTtepuanbHas
runeprersusi, (%),
a0c. 4ncio OONBHBIX

63% (12/19) 56% (14/25)

brnokanbr
MIPOBOISIIIEH
CHCTEMBI  Cepila, 22% (4/18)* 8% (2/24)
(%), abc. uucio
OO0JILHBIX

YpoBeHb NT- 205 (26-282)* 83 (37-282)
proBNP, nir/min

Iepukapaur, (%), 0% (0/19) 17% (4/24)*
a0c. ynciio OOJILHBIX

[TopaxeHne CKeIeTHON MYCKYJIATypPhbl

Muornobun, MKT/1 42 (30-56) 32 (70-26)
[TopaxkeHue nmouex

Kpeatnnun, 60 (54-68) 71 63-76)
MKMOJIB/MJT

[Tpumevanne: *- CTATUCTHYECKU 3HAYMMOE PA3IHUME MEXKIY pasHbIMU (popmamu
CCH (p<0.05)

N3 tabmumer 12 cnenyer, uto nuddysnas opma CCJl accommmpoBaHa B
MEepPBYI0 OdYepenb C aHTUTEIaMU K TOMOU30MEpas3e, a JIMMUTHUPOBaHas - C
AHTUIICHTPOMEPHBIMH aHTUTEeIaMHU. [Ipu 3TOM y manueHToB ¢ nudPpy3HoM hopMoi
CCH wuabmonmanach Oojee BbIpaK€HHAsi CTENEHb U PacCHpOCTPAHEHHOCTh

MopakeHUs1 KOKHbIX MOKPoBOB (B cpenneM 20 6amnoB MKCP nporus 13 Gamnos
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Mpu JIUMUTUPOBAHHOU (popMe, MpoKcuManbHas ckiepojepma B 74% ciydaes),
TSKECTh MOPaKEHUS JIETKUX (BBIpAXXEHHOCTH UHTEPCTUIHNATEHOTO
nHeBMo(puOpo3a y 63% Oonbubix, cHmxenue JKEJI, unanekca Tuddno), yacrora
nopaxenus XXKT (mucharus B 74%, 330darut B 63% ciydaeB) U BCTPEUaeMOCTh
HapyleHull putMma B 22% ciaydaeB (YTO BEpOSTHEE BCETO CBS3aHO C MPOLIECCAMU
¢ubpoza B Muokapae). B atoit rpynmne 6osbHbIX ypoBeHb NT-proBNP B cpennem
coctaBun 205 nr/mia, a y marueHToB ¢ AIIA oH ObUT CyliecTBEHHO Hibke — 83
T/MJI, 9YTO CBUJETEIHCTBYET O O0Jsiee BBIPAXKEHHOMN YHIOTENINATBHON JTUCQHYHKITUH
y 6ombHBIX ¢ ATA.

B T0 ke Bpems y OONBHBIX C JIMMHTUPOBAHHON (DOpPMON HaIle BCTpeUaInch
MOPAXKEHHUSI MUKPOCOCYJUCTOTO pycia (TeJIeaHTHOdKTa3uu B 64 %, TUTHUTAIbHBIN
aprepuuT B 54 % ciyyaeB), kanpuudukatel y 50% manueHToB, 4TO B MPUHIIUIIE
COOTBETCTBYET OMHCAHUIO Kiaccuueckoro cunapoma CREST. VYV mnamuentoB c

AIIA oTmeuanack Bbicokas yactorta nepukapauta (17%)

Tabmuma 13. Knunuueckas xapakrepuctuka y 00iabHbIX CCJI, MO3UTUBHBIX

I10 HAJIMYHUIO PA3JIMIHBIX MUHOPHBIX AHTUTCII.

Iloka3zarean Ilozutus | [lozutuBHbie | [lo3uTuBHBIE | [loO3UTHBHEIE

HBIE 110 aHTH | 10 auTu RP- | mo aaTt-Pm- | mo astu-Pm-

RP-11 155 (n=26) | Scl 100 | Scl 75 (n=9)
(n=26) (n=5)
Toa, KEHLWMHBL: | 25 : | 25:1 5:0 9:0
MYKXYHUHBI
Bospacr, jieT 52 (42-55) | 52 (38-56) | 61 (50-62) | 53 (37-55)
IIponoIKUTENBHOCTD 4 (2-10) 4 (2-8) 6 (3-9) 6 (3-9)

3a0071eBaHus, JCT

[TopakeHune Koxu

Mo audurupoBaHHbII
16 (9-20) 17 (10-20) 17 (6-22) 18 (10-24)
CUeT Ponnana,
OaoB
[TpokcumainbHas 54%

58% (15/26) | 40% (2/5) | 67% (6/9)

ckaepoaepma, (%), (14/26)
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a0C. YUCII0 OOJIBHBIX

Kanmerudukater, (%),
a0c. yncao OONbHBIX

30% (7/23)

26% (6/23)

60% (3/5)*

33% (3/9)

Teneanrnoskrasum,
(%), abc. umcio
OOIBHBIX

41% (9/22)

41% (9/22)

80% (4/5)*

56% (5/9)

JIuruTanbHbIN
aprepunt, (%), abcC.
YUCI0 OOJIBHBIX

30% (7/23)

26% (6/23)

40% (2/5)

38% (21/55)

JIMruTaibHbIE  SI3BEI,
(%), abc. umcio
OOJIBHBIX

23% (5/22)

18% (4/22)

0% (0/5)

229 (2/9)

[Topaxenune XKT

Hucharus, (%), aoc.

YUCIJIO OOJBHBIX

57%
(13/23)

52% (12/23)

40% (2/5)

56% (5/9)

D30¢arur, (%), abcC.
YHUCJI0 OOIBHBIX

52%
(13/25)

44% (11/25)

0% (0/5)

44% (419)

[TopaxeHue GPOHXO-JIETOYHOM CUCTEMBI

AYCKYyITbTaTUBHO
OIpeIeIISIEMbIT
dbeHomen
KpeIUTaIuu B
nerkux, (%), abc.
YHUCI0 OOJIBHBIX

43% (9/21)

45% (10/22)

40% (2/5)

38% (3/8)

Pentrenonoruueckue
pHU3HAKA

0a3apLHOrO
nHeBMOGUOpO3a,

(%), abc. umcio
OOJIBHBIX

45%
(10/22)

41% (9/22)

40% (2/5)

57% (4/7)*

AKTHUBHBIC

UHTEPCTHUIHATIbHBIC
M3MCHEHHS B JIETKHX
1o JTaHHBIM KT
(MaToBOE  CTEKJIO),
(%), abc. umcio
OOJIBHBIX

27% (6/22)

26% (6/23)

40% (2/5)

67% (6/9)*

JlaBneHue B
JIETOYHOU

Aprepun, MM. pT. CT.

30 (29-35)

30 (25-35)

25 (20-71)

38 (33-64)
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JKEJL, n 3,0(2,7-
3,0 (2,7-3,6) | 3,0(2,8-3,7) | 2,3(2,0-3,2)
3,5)
XEJL,% k momxkuomy | 102 (94- 104 (100-
102 (86-123) 91 (77-120)
123) 106)
Nunexc Tuddno,% 104 (86-
106 (86-118) | 80 (76-84)* | 88 (75-89)*
119)
[TopakeHre HEPBHOMN CUCTEMBI
ITonuuenponarus, N
(%), abc.  umcio 9% (2/22) 9% (2/22) 60% (3/5) 22% (2/9)
OOJIbHBIX
[TopaxeHre cepaeUHO-COCYAUCTON CHUCTEMBI
ApTtepuanbHas 61%
runeprensus, (%), (14/23) 65% (15/23) | 60% (3/5) 33% (3/9)
a0c. 4ncio OONBHBIX
bnokanbr
MIPOBOISIIIEH
CHCTEMBI cepaa, 10% (2/20) | 10% (2/21) 0% (0/5) 11% (1/9)
(%), abc. umcio
OOJILHBIX
YpoBeHb NT- | 83 (43-232) | 81 (44-181) | 115 (81-448) | 84 (47-143)
proBNP, nir/mun
Hepukapmnr, (%), | 109% (2/20) | 5% (1/21) | 20% (1/4)* | 22% (2/9)*
a0C. YMCII0 OONBHBIX
[TopakeHne CKeeTHON MYCKYJIATypPhbl
MuornoOuH, MKI/J 31(23-39) | 31(24-39) | 44 (30-45) | 31(24-39)
[TopaxkeHue nmouex
Kpearunum, 64 (58-74) | 68 (58-72) 70 (70-77) 64 (56-66)
MKMOJIB/MJIT

[Tpumeyanne: *- CTATUCTHYECKH 3HAYUMOE pa3Indue MEXAY pa3sHbIMH (HOpMaMH
CCU (p<0.05)

CornacHO JaHHBIM HAIIETO WCCICIOBAaHUS, y TMAIMEHTOB C BBISBICHHBIMU
MUHOpPHBIMU aHTHTeIamMu K Pm-Scl-75/100 ormeuanocs Oosiblliee KOJIHMYECTBO
kanblipukatoB (60%), Tteneanrnosktazuii (80%), nomuneipomatun (60%),

nepukapaurta (20-22%), a Takxke nopaxeHus Jierkux (0azanbHbIi MHEBMOGUOPO3
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B 57% cityyaeB, akTUBHbIE MHTEpCTHULMAIbHBIE U3MeHeHus 1o KT B 67 % cinydaes
u cHkenue unaekca Tuddno).

C y4eToM 3TUX JTaHHBIX MOKHO MOJaraTh, YTO y MAlMEHTOB C aHTUTEIaAMU
Pm-Scl 75/100 xnuHWYeckue TPOSIBICHUS, XapaKTepHBIC U JIMMUTHPOBAHHOM
dopmer CCJl (kanbiudukatel, TEICAHTMOIKTA3UU, NMEPUKAPIUT), COUYETAIOTCA C
U30JIMPOBAHHBIM MOPAYKEHUEM JIETKUX (MHTEPCTUIIMAIbHBIE U3MEHEHUS], CHIDKEHHE
unaekca Tudduo) u nepudepudeckoil HepBHOU cucTembl (mohauHekponatus). B
TO K€ BpeMsl y KOropThl nanueHToB ¢ antutenamu k PHK-nmonumepase (RP 11, RP
155) He ObUIO BBISBIEHO PACIPOCTPAHEHHOTO MOPAXKEHUs KaKUX-THO0 OpraHoB U

cucreM, u 3aboJieBaHue MpoTeKasno no tumy auddysnoit popmer CCII.

Tabmuma 14. Tlokazarenu sHaoTenuanbHON ¢yHKIMH y OonbHbIX CC,

MO3UTUBHBIX MO Hamuuuo ATA u AITA

[Toka3zarenn [Tarmmentsr ¢ ATA [TaruenTsr ¢ ALTA
KHM cneBa, MM. 0,72 (0,4-1,3) 0,71 (0,52-1,3)
KHM cnpasa, mm. 0,79 (0,4-1,0) 0,7 (0,48-1,4)
Wunexe PI', equuuil. 1,44 (0,72-2,13) 1,33 (0,59-2,5)
CPIIB, m/c. 7,3 (5,8-14,6) 7,1(5,4-11,9)
VCAML, nr/m. 1579 (594-7690) 1417 (99-4710)
ICAMI1, rir/ma. 348 (170-589) 347 (238-578)
Oupotenuu1-21, dbmons/mi. 0,43 (0,14-19,36) 2,1 (0,12-15,26)
AJIMA, Hr/miL. 68,21 (45,41-85,32) 67,45 (47,74-94,12)

[Ipu ob6cnemoBanuu rpynn namueHToB ¢ CCJl KIMHUYECKH 3HAYUMBIX
pasnuYMii B TIOKAa3aTeIsAX JHIOTENUATbHOW (YHKIIMU BBISIBICHO HE OBUIO. DTO
MOATBEPXKAACT TOT (PaKT, YTO MOKA3ATEIH DHIOTEIUATLHON (QYHKIIMH HE 3aBHCSIT
OT CIIEKTpa BBISBIIEMBIX AYTOAHTUTEJI W COOTBETCTBEHHO OT KJIWHUKO-

nMmyHosorudeckon gopmer CC/I.
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AlTA.

[Toxa3zarens [Tatmments ¢ ATA [Tatmentsl ¢ ALTA p
TNFa, nr/mi. 1,02 (0,7-3,35) 1,02 0.45
VEGF, nr/mn. 58,79 (12,07-222,71) | 26,03 (4,43-73,17) 0.19
I'omonucTenH, 13,61 (5,93-27,58) 16,64 (5,87-39,62) 0.3
MKMOJIB/JI.

11-1, mr/mo. 1,28 (0,7-43,35) 1,4 (0,5-47,61) 0.44
11-2, r/mo. 0,51 (0,19-28,83) 0,5 (0,24-127,2) 0.77
11-4, rir/mo. 0,84 (0,0-102,29) 2,16 (0,0-30,3) 0.43
11-5, mr/mo. 2,76 (0,99-17,4) 2,88 (1,23-296,8) 0.60
11-6, rir/mu. 7,13 (,00-488,8) 8,2 (0,0-2225,4) 0.87
11-7, oir/mo. 10,7 (0,0-54,1) 13,55 (0,0-502) 0.22
11-8, rir/mu. 18,6 (7,35-1870) 14,79 (0,0-177) 0.36
11-10, or/mut. 1,12 (0,56-36,54) 1,32 (0,6-319,46) 0.24
11-12, or/mu. 11,64 (0,0-298) 18,89 (0,0-8555) 0.44
11-13, or/mu. 1,7 (1,02-26,52) 2,65 (0,75-298) 0.22
11-17, or/mu. 27,37 (0,0-795) 14,3 (0,0-247) 0.66
gCSF , ur/m. 5,13 (0,0-309) 8,52 (0,0-80,8) 0.44
MCP-1, r/m. 194,7 (0,0-573) 52,76 (0,0-507,83) 0.03

[Ipu oOcnenoBanmu rpynn manueHToB ¢ ATA u AIIA pocroBepHbIe
pa3nmuust Habmogamch Toibko 1o ypoBHIO MCP-1 (p=0.03), KoTOpBIi sSBIIsSIETCS
OJTHUM W3 KIIOYEBBIX XEMOKHHOB, PETYIHUPYET MUTPAIMI0 U HUHPWIBTPAIIUIO
MOHOIIUTOB / MakpodaroB B oOdYar BOCHAJEHUS, WHAYIUPYET BBIPAOOTKY
IPOBOCTIATUTENIHHBIX ITATOKUHOB, a TAK)KE aKTUBUPYET PUOPOOIACTHI, UTO BENET K
npoieccy Hu30BITOUHOTO (PruOpP03000pa3oBaHUsl, OCOOCHHO BBIPAXKEHHOTO TIPHU

nuddy3noit hpopme, acconuupoBannoi ¢ ATA.
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Taxum 06pa3oM, MOXKHO TIOJIarath, YTO AJIs TUMUTHPOBAHHON (OpMEI Ooee
XapaKTEpHBI MPOSIBICHUSI aHTHOMATHH, TorAa Kak npu nuddysHoit hopme Oomee
BBIPAKCHBI OpraHHbBIC MOpaXKeHHUS, 00yCTIOBIICHHBIE poIeccamu
¢ubpo3upoBaHusl.

Ha crnenyromem sTame ucciaenoBaHUsl MPECTaBISLIOCh BaKHBIM TPOBECTH
KOPPEISIIMOHHBIA aHATU3 MEXKIY Pa3IuYHbIMA IIUTOKWHAMH, OMOXUMHUYECKUMHU
MOKAa3aTeIsIMA M OCHOBHBIMH KJIWHUYCCKUMH cUMITOMaMH y O0onbHbIX CCJI ms
BBISBJICHUS HamOoJiee 3HAYUMBIX MapKepoB B (OPMHUPOBAHUU COCYAHUCTHIX
nopakeHuss W TporeccoB  ¢ubposupoBanus. CTpykTypa MHOTOMEPHBIX

B3aMMOCBSI3€H MPE/ICTaBICHA Ha PUCYHKE 8.
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Pucynok 8. CTpykTypa MHOTOMEPHBIX CBSI3€il.

B xone aHanmu3a MOJy4YEHHBIX JTAHHBIX YJAJOCh YCTAHOBHUTH YETKYIO CBSI3b
MEXKJly YBEIMYEHUEM Pa3MEPOB MPABOTO MpEACEepAus W JaBIEHUS B JIETOYHOU
apTepuu ¢ OJJHOM CTOPOHBI U Mapkepamu noBpexaeHus sHaorenus (NTproBNP,

ICAM, AJIMA), xotopeie mnpuBomar kK NO-3aBUCHMOIl Ba30KOHCTPUKITIU
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JIETOYHBIX apTepUii, MOBBIIICHUIO YPOBHSI TOMOIIMCTENHA, 00JIaJa0IIero MPsMbIM
LIUTOTOKCUYECKUM JCHCTBUEM Ha SHIOTEIUN COCYAOB U TMOBBIIIEHHBIM PHUCKOM
TpoMOooOpazoBanus. IloBeimenusiii ypoBeHb CPBb (Mapkep BoOCHamuTENBHOTO
npouecca, B TOM YHUCJE COCYIMCTOTO IeHe3a) UMeN MPSMYI0 KOPPEISIUOHHYIO
CBsI3b C BhICOKOM akTMBHOCTHI0O CCJ] Ha OCHOBaHMM OLICHKH MHJCKca BajaeHTUHU
(ueM BBIIIE AaKTUBHOCTh, TE€M 0OJie€ 3HAYMMO BBIpaXKEHA HSHJOTEIUAIbHAS
mucyukius). B gpyrom  Oimoke oTMeuanach TeCHas — KOpPPESIMOHHAs
3aBUCUMOCTh MEXy KOHIUEHTpalueil B kpoBu unrepaeikunos (WUJI-1, MII-2, UJI-
4, NI-5, NJI-7, UJI-12, NJI-13) u ypoBusimu ®HO-ansha u G-CSF. M3BecTHO,
yto ®HO-a saBnseTcs OJHUM U3 KIIOUYEBBIX IIMTOKWHOB, KOTOPBIH CIIOCOOEH
3amycKaTh JOTIOJHUTENbHBIM CHHTE3 IMPOBOCHATUTEIBHBIX HHTEPICHKUHOB,
Y4acTBYIOIUX B (DOPMUPOBAHUM U TIPOTPECCUPOBAHMU MMM YHOBOCIATUTEIHLHOTO
npoiiecca. OJIHOBPEMEHHO C OTUM MPOUCXOJUT CTUMYJIIUS PETYJISITOPHOTO
untepineiikuaa (MJI-2) u mpoTuBoBOoCcnanuTenbHbIx uHTEpiekunor (MJI-4, WJI-
13), HanpaBiIEHHBIX HA CHM)KEHHE aKTUBHOCTH BOCHAIUTEIBHOTO Ipouecca. Yto
KacaeTcs KOJOHHOCTUMYIHPYIOLIEro (akTopa pocTa TpaHyJIOUTOB, TO B JAHHOM
ciay4yae OH TIIOKaszajn JoruuHyro cBsi3zb ¢ WJI-5 m WMJI-7, OTBETCTBEHHBIX 3a
nponudepanuo 303uHOGUIOB, 0a30pUI0B U JTUMEPOIIUTOB, UTPAIOIINX BaKHYIO
poib B martorene3e CCJl. IlonyueHHble NaHHBIE TMOATBEPKIAIOT B3aUMOCBS3b
MapKepoB  MOBPEXKIEHHS JHAOTENUS C HWHCTPYMEHTAJIbHBIMHU  METOJAaMH
HEWHBA3WBHOUN JHArHOCTHKHU JEroyHou aprepuanbHoil runepren3uun (OXOKT) y
6ompHBIX CCJI, a TakKe CHEKTp IMUTOKUHOB M XEMOKUHOB TECHO YYaCTBYIOIIUX B
narorene3e CCJI.
Metonom ompenenenus koddduimenta panroBoit koppemsunn CrrpMeHa
() y Oompubix CCJ] Takke BBISIBICHO IIOJOKUTCIBHOE COOTHOIICHHE MEXKITY
Pa3BETBIICHUEM KaNUJUIAPOB, XapAKTEPHBIM MPU3HAKOM MOPAXKEHUSI JIETKUX 10 TUITY
«cotoBoro Jserkoro» (R=0.31, p=0.02), a Takke pacUIMpeHUEM KaMWUISIPOB W
{paxuueii BeIopoca no Cumncony (R=0.31, p=0.01). Yucno xanumispos Ha 1 Mm?
OTPHIIATEIILHO ACCOIMMPOBATIOCH ¢ HammuneM y narentos JIAD (R=-0.3, p=0.013)

U TOJIOKUTENBHO € 00BEMOM (opcupoBaHHOro Bblgoxa 3a 1 cekynmy (ODBI)
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(R=0.44, p=0.01). Hapsimy ¢ 3TuM ObIIa BBISBICHA IOJIOXHTEIBHAS aCCOLHALIMS
Mexay HanmmuueM ckiepopaktuanu (R=0.3, p<0.02) u nururaneneix 5138 (R=0.28,
p=0.02) 1 yCTaHOBJIEHHEM «IIO3[THET0» CKIIEPOIEPMHUUECKOT0 MaTTEPHA.

Cpenu nabopaTOpHBIX MOKa3aTeseil Obljla yCTaHOBJIEHA KOPPENSLUS MEXTY
pacimupeHueM KanuuisipoB ¥ ypoBHeMm remoriobuna (R=0.29, p=0.02), a taxxe
ypoBaeM NT-proBNP (R= -0.31, p=0.04). BbIpaXeHHOCTb pa3BETBICHHUS
KalUIIpOB UMeNa KOPPEJSIIMOHHBIE CBsi3U ¢ ypoBHeM obOmiero Oenka (R=0.28,
p=0.03) u pubpunorena (R=-0.3, p=0.02).

Hamu Oblna oOHapykeHa oOTpUIATENbHAS KOPPEISTUBHAS B3aMMOCBS3b
MEXKJy CHIPKEHHBIM YMCIOM KamWUIApoB Ha 1 MM2 M ypOBHEM [aBleHUS B

JIETOYHOHN apTepuu (HEHPSMBIM METOJIOM Jjomiuiep-3xokapauorpaduun) (p=0.013).

HOJ’Iy‘{eHHble HaHHBIC IIPCACTABJICHBI HA PUCYHKC 9.

Koppensuusa mexay nnoTHOCTb0 karmmnspos v pJ1A
140

120 ¢+ e}
8 o)
100 + o)
80 ¢
= 0 i
o

20 ¢
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‘R=-O.3, p=0.013‘ Yucro kanunnspos Ha 1 M 2

Pucynok 9. KoppendanuoHHbIE CBSI3M MEXKIY [aBICHUEM B JIETOYHOMU

apTepuM M YHCIIOM KaluIspoB Ha 1 mm2,
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KoppensunoHHbIX CBA3EH MEXAY KalWUIIPOCKONUYECKONW KapTUHOM H
CK®, a Takxke MoAM(UIMPOBAHHBIM KOXHBIM cueToM PojHaHa BBISIBICHO HE
OBLIO.

[TonydeHHbIE JAHHBIE CBHUIIETEIBCTBYIOT O TOM, YTO «AKTHMBHBI» MATTEPH
KHJI (pacmmpenue u passetBienue kanwuisipoB) npu CCJl accouumpoBaH ¢
BBICOKOM aKTHUBHOCTHIO 3a00JICBaHUSI, COIMPOBOXKAAIOMICHCS MOPaXXEHUEM JIETKHX.
«Ilo31HMID TATTEPH aCCOUMUPOBAJICS C TAKECTHIO MOPAKEHUS COCYIHMCTOrO pycia
(TUTUTANIBHBIC SI3BbI), BHIPAXKEHHOCTHIO (hrOpo3a (CKIEPOJaKTHIINA), a TaKKe OoJiee
BoicOkuMHU 3HaueHusMu NT-proBNP (kak mnpu3Hak BBIpaXXEHHOM JIErOYHOMU
runepTeH3un). Takxke oOpamana Ha ceOs BHUMaHUE KOPPEJSIIUsS CTETIeHU
nopaxenus MIIP (cHM)KeHHE KOIMYECTBA KAaMWIApOB Ha 1 MM? Kak NpH3HAK
TEPMUHAJILHOTO TIOpaXKEHUsI) ¢ 0OoJiee BBICOKMMH 3HAYCHUSIMH JICTOYHOU
apTepuagbHOU TMIEPTEH3UU.

B xauectBe neMoOHCTpalvy NPUBOJAUM KIMHUYECKUM CIydail ¢ MalMeHTKOM
JI., 51 mer, ¢ nuMuTHpOBaHHOU (popMoii 3a0oseBanus. [lanmenTka HaXoUIach Ha
CTallMOHApOM JIeueHUH B oTaesneHuu peemarosiorun ®I'bY HMUILL um. Anmaszosa
B Mapte-anpene 2014r. [Ipu rocnutanmu3anyy naueHTka IpeabsaBisiia *Kaao0bl Ha
apTpaJiruu B KOJICHHBIX CyCTaBaxX HArpy304YHOTO XapakTepa, YIUIOTHEHHUE KOKHBIX
NOKPOBOB MAaJIbLIEB PYK U KUCTEW, TEJICAHTHMOAKTa3UM Ha JULE, MEPUOAUYECKU
TPYAHOCTA TPU TJOTAHWU TMHIK, OJBIIIKY TPU YMEPEHHBIX (U3HMUECKUX
Harpy3kax. Ha MOMEHT rocnuranu3amnuy JJIUTEIBHOCTh 3a00J€BaHUs OT Havasa
cuMnToMOB (2-x (da3ubiii cuHapoM PeitHo) cocraBuna oxono 5 met. Ilo moBomy
cugapoma PeiiHo momydana Tepanuio OJoKaTOpaMU KaJIbIIUEBBIX KaHAJOB
(andenunun B 1o3upoBke 20-30 mr/cytku mo yposHio AJl), B mnane teparmuu CCJJ
noJTyJayia TUIPOKCUXIIOPOKKUH 250 mr/cyTku. B mocnexnue 6 MecsiieB oTMmedvana
HapacTaHWe OJBIIIKA TPH  YMEPEHHbIX  (u3mdyeckux  Harpyskax. U3
COMyTCTBYIOIIEH TATOJOTMM Yy TANWCHTKH HAONIOMANCSd  ayTOMMMYHHBIH
tupeonut. [Ipu ocMOTpe BBISIBIIEHA CKIECPOJAKTHIINS, CUMITOM «kuceta», MKCP
cocTaBui 12 0amioB, TeEaHTHOIKTA3UU. APTPUTOB, AUTHTAIBHBIX $13B BBISIBJICHO

He Obut0. AJl ObU10 B mipenenax 120-125/65-70 Mm.pT.cT., mynbe B npeaenax 68-84
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B MHUHYTY. AYCKYJIbTaTUBHO B JIETKUX JbIXaHUE BE3UKYJSPHOE, XPHUIIOB HE
BBICITYIIMBANOCh. JIOKanpHBIM cTaTyc: unciio Oone3HeHHbIX cycTtaBoB (UBC) = 2,
yycno npunyxmux cycrasos (UIIC) = 0. UMT = 23,8 xr/m? Ilpu nposeneHuu
MoauduuupoBaHHoro Tecta bopra aucranums xonpObl coctaBuina 202 meTtpa,
OJIbIIIIKa Ha 5 0aioB (OYeHb CUiIbHAsA, Tshkenas). B mabopaTopHBIX MmoKazaTesnsx
remorniooun, COD, obmmit ananu3 mouu, AJIT, ACT, kpearus, ¢uOpuHOTreEH,
MOKa3aTeNu JIMIHWIOTPaMMBbl, TJIIOKO3bl KpoBH, KommumuMeHt C3 u C4,
UMMYHOJIOOYyMH G HaxoAwiIHCh B mpenenax HOpMbl. OTMEYanoch MOBBIIICHHUE
YpOBHSI MOuY€BOM KHUCIOTHI (498 MKMomw/n), C-peaktuBHOrO Oenka (5,35 mr/mi),
NT-proBNP (560,90 r/mi), ummyHormo0yausa A (5,93 1/1), iMMyHOTTIOOy IMHA
M (2,35 r/m), TTT (4,66 MMEn/m). [lokazatenu cnupomerpun, DK, Y3II' BIIA
obutn B mipenenax HopMel. [lo nanupiM KT OI'K uHTEpCTHIIMATBHBIX U3MEHEHUHN B
nerkux xapaktepHeix 1 CCJl BeisiBneHo He Obuto. [lo manHbiM DXOKI
oOparano Ha ce0si BHUMaHKE YBEJIMUEHUE pa3MepOB MpaBoro npeacepaus (73 Mm),
TH 3 crenenu, neroynas peryprutanust 1 cremnenu, nasieHue B JIA coctaBuiio
nopsizika 95-100 mm.prt.ct. [Ipy UMMYHOIOTHUYECKOM HUCClIe0BaHUM BbIsiBIIeH AH®
1/3200, antutena k CENP-A 3+. Ilo maHHBIM KanmWUISPOCKOIIUM BBISBIICH

«aKTUBHBIN» CKJIGpOI[epMI/I‘IeCKI/Iﬁ MMaTTCPH C MMPU3HAKAMU HCOBACKYJIAPHU3AIIUH.

Pucynok 10. «AktuBHbII» matrepH y namuentku JI. HaGmromaercs

pacliupCHUC KallWIJIIPOB, MHKPOIreMopparuu W CAHMHHUYHBIC IIPHU3HAKH



88

Takum 06p2130M, Yy HNaUMCHTKHU € BBICOKMM THUTPOM AHTHHOCHTPOMCEPHBIX
AHTUTCJI, OTCYTCTBUECM KIIMHUYCCKH 3HAUYUMOI'O MMOPAXKCHHUA JICTKUX, KOKH U ITOUCK
C «AKTUBHBIM» IATTCPHOM KHJI Opuia BwIsIBICHA HN30JIMPOBaHHAA BbICOKAA

JICTOYHAasd rurncpTCH3UA.

3.6. CBfi3b KaNWLISIPOCKONMUYECKUX M3MEHEHUI W MapKepoB

HMMYHOBOCIIAJIUTEJIBHOIO ITpouecca.

[Tpu anamuze ceponoruyeckoro cnekrpa CCJ/l-cnenuduuHbIX ayTOaHTUTENT
yJIaJI0Ch OOHAPYKHUTD MOJIOKUTEIBHYIO CBS3b MEXKIY Pa3BETBICHHEM KAIMISIPOB U
aatutenamu Kk Th/To (R=0.52, p<0.000006), Ku (R=0.3, p<0.02) u oTpuiiateabHyto
k anturenam Scl-70 (R= -0.23, p<0.04). Hapsimy ¢ 3TuM ObUIM YCTaHOBJICHBI
KOPPEIILIMOHHBIC CBSI3W  MEXIy HWMMYyHoJorudeckumu wmapkepamu CCJ u
IMTOKMHAMU. Tak, IIOJIOKUTEIbHBIC B3aUMOCBS3M OBLIM BBISBICHBI MY
paciperreM KanmuisipoB u ypoBuem ADMA (R=0.58, p=0.004), «motepeii»
KarmusipoB u ypoHem IL-2 (R=0.59, p=0.0003), IL-6 (R=0.59, p=0.007), IL-7
(R=0.59, p=0.001), IL-10 (R=0.59, p=0.04). OrtpunarenbHbie B3aHNMOCBSI3H
HaOTIOAAIMCh MEXAY pacimupeHreM KanwusipoB u yposuem n®HO-a (R= -0.4,
p=0.02), «mmotepeit» kamuwwipos u ypoaem gmCSF (R=-0.4, p=0.001), MCP-1 (R=
-0.36, p=0.004), pa3seTBiieHreM Kanwuisipos u yposaem MCP-1 (R=-0.28, p=0.02).

[TomydeHHble JaHHBIE CBHUIIETEIBCTBYIOT O TOM, YTO «AKTHUBHBII» MaTTEpH
KHJI mpu CCJI accoumupoBaH C MapKepaMud DSHIOTEIUAIBLHOW AuC)YHKIUU
(AIMA), a cHIm>KeHHE KOJIMYECTBA KallWUISIPOB U UX Pa3BETBICHUE - KaK MPU3HAK
NPOTPECCUPYIONIEH MHUKPOAHTHOTIATUH, KOMIIEHCATOPHOTO HEOAHTHOTeHe3a |
MOCTENEHHOTO TIEPeX0jla «AaKTUBHOTO» TMATTEpPHA B «IO3IHUN» C YpPOBHEM
IUTOKUHOB M XeMokuHOB (I1L-2, IL-6, IL-7, IL-10, udHO- a, MCP-1, gmCSF).

3.7. KIMHMKO-UMMYHOJIOTHYECKHE B3aMMOCBS3M NpPH Pa3jINYHbIX
cyorunax CC/{
B mpoBegeHHOM — WCClIeIOBAaHWM ~ HAa ~ OCHOBAaHWUM  BBISABIICHHBIX

AHTUHYKJICAPHBIX AHTHUTCI OBLI0 BBIACIICHO 4 KIMHUKO-UMMYHOJIOT'MYCCKHUX

cyorumna CCJ:
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e rpymma OONBHBIX C aHTHTEIaMu K Tomom3omepasze-1 (ATA), antu-Scl -70,
KJaccuuecku cBsizanubie ¢ nuddy3noit CCJl u mopaxxeHuem JIeTKUX;

e rpynna OOJBHBIX C AHTULEHTpOMEpHbIMU aHTuTenamu (ALA) - anTH-
CENP-A, CENP-B, omnucannble npu numutupoBanHHoi ¢opme CCI u
CREST -cunnpowme;

e rpynna 6onbHbIX ¢ anTuTenamu Kk PHK-nonumepase 3 (at-PHK) - antu-RP-
11, PR-155, accomuupoBannubie ¢ auddysnoir dopmoit CCJI wu
NOJIMOPTAHHBIM MOPaXKEHUEM;

e rpynma OONbHBIX ¢ aHTUTenamu k Pm-Scl 75/100, mapkep cmerianHOro
3a0ojieBaHus, mepekpectHoro  (-overlap) cumapoma, wamie  Bcero
BbIsiBIIsieMble Y 00sbHBIX CCJl 1 MOTUMUO3UTOM.

B nmepBoii rpymnme mnanMeHTOB C aHTUTENaMU K Torou3zomepase-1
oTMeuanoch Oosee BBIPAKEHHOE TMopaxkeHue Koxu (74% mpokcuManbHas
ckaeponepma, cpeanuit cuer MKCP -20 6amnoB) u XKT (330darur 63%,
nucoarust 74%) 1Mo cpaBHEHUIO C APpYrUMH Tpynnamu. Hapsiay ¢ 9TuM y HEX yarie
BBISIBJISUIOCH TTOPAXXEHUE JIETKUX, MPUYEM Ha MO3AHUX CTaAUsIX ¢ (HGOPMUPOBAHUEM
6azanpHOr0 MTHEBMOGUOpo3a (63%) B coueTaHUU C ayCKYJIbTATUBHBIM ()EHOMEHOM
B Buae Kkpenutauuu (59%). Ilpm 3TOM y DHanMeHTOB 3TOW TPYNIbI YacToTa
AKTUBHOTO HWHTEPCTULHAIBHOrO mpouecca B Jerkux (39%) cyliecTBeHHO He
ornnyanachk ot apyrux rpymm. YpoBeHb NT-proBNP (205 nr/mur) y mamueHTOB
NEepBOM Tpynmbl OKa3aduch Bbille, yeM B Apyrux rpymnmax (p=0.006). Takum
o0pa3oM, MaIMeHThl NEPBOM IPyNIbl UMENH 0oJiee 3HAUMMOE MOPaKEHUE KOXKHU U
nerkux. YactoTa BBIABICHHBIX MO3JHUX U3MEHEHUW B JIETKUX Yy JAHHOW TPYIIIbI
O0O0NBHBIX OBLIA CBsA3aHa ¢ Oosee mpoaomkuTenbHbM Teuennem CCJI.

Bo Bropoil rpymmne mNauMeHTOB € AaHTUTEIAaMHU K aHTULEHTPOMEPHBIM
aHTUTENlaM, CBA3aHHBIX C KiaccmueckuM CREST-cunapoMom (kambiuduKaTel,
cungapoMm PeitHo, 330Qarut, CKIEPONAKTHINS, TEJICAHTHOAKTA3UU), BBISBISIICA
BBICOKH TpoLEHT KanblupukaroB (50-57%), teneanruoskrazuii (64-75%),
IuruTanbHoro aprepunta (54%) u gurutanbHBIX 3B (28-30%) Kak MpOSBICHUN

TSDKEJIOro cuHapoma PeitHo. J[oCTaToyHO 4YacTo y HUX BBISABISUIACH IMPU3HAKU
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nepukapauta (17-21%), a cpeauue 3nauenus pJIA coctaBunu 36 mm.pT.cT (24-45
MM.PT.CT).

B rtperbeli rpynmne mnaumentoB c¢ aHtutenamu Kk PHK-monmumepase-3
BBISIBIISIIOCH 3HAYMMOE TMOPAKEHHE KOXHU B BHUJEC MPOKCUMAIILHOU CKJIEPOIEPMBI
(54-58%), xanpuupuxatel (26-30%), teneanrunoskrazum (41%), aucharus (52-
57%), 330¢arut (44-52%), 6a3anbHblii mHEBMOGUOPO3 (41-45%) u nmepukapauT
(5-10%).

B uereproit rpymme mnamueHToB ¢ aHtutenamu kK Pm-Scl  75/100
BBISABIISIIACH BBIpaKEHHAas MpOKCUMabHas CKJIEpOICPMHUS (40-67%),
kanpiupukatel (33-60%), reneanrunoskrazuu (80%), AururanabHeiil aprepunt (38-
40%), mopaxeHue JErkux Kak B akTUBHOH (haze (MaToBOe CTEKIO 1O JaHHBIM KT
OI'K (40-67%), Tak u ¢ dbopmupoBanueM OazanabHOro mHeBMO(HOpo3a (40-57%).
Y OOJIbHBIX 3TOH TpYIIbL, HUMEIOIMKMX aHTU-PmM-Scl 75, BeIsSBIsUIMCHE cambie
BbICOKHE TIoKa3zaTenu pJIA - 38 Mm.pT.cT. (33-64 MM.PT.CT.), a Y 00CIEOBaHHBIX C
antu-Pm-Scl 100 B 60 % ciydaeB Oblia BBISBICHA MOJUHEWpomaTHs. BaxHo
OTMETUTh, YTO BCTPEUAEMOCTh IME€pUKapAuTa B 00eux moArpymnmnax Obuia
OJIMHAKOBOM M cocTaBHJIa COOTBETCTBEHHO 20 u 22%.

[IpuBeneHHbie JaHHBIE KIMHUKO-UMMYyHoOJornueckux cyorunoB CCJJ
HAIIEJICHBI, TPEXKJE BCET0, HA PaHHIO JUArHOCTUKY 3a00JIEBaHUS M TMO3BOJISIOT
peanu3oBaTh TMPUHIUII CBOEBPEMEHHOI'O JIEYEHHUS, YTO YBEIUYUBAET €T0
shexTuBHOCTh. AKTHBaIUsi ayToMMMyHHOro mporecca B aebrore CCJI
00OCHOBBIBAa€T HEOOXOAMMOCTh pAHHETO TPUMEHEHHS MaTOre€HETHYECKOM
TE€panuy, B YaCTHOCTH, HA3HAYECHHE TIIIOKOKOPTHKOCTEPOUIOB, LUTOCTATHUKOB,
TCHHO-WHXCHEPHBIX OHWOJIOTHYECKUX MpernaparoB, ocoOeHHO npu auddy3HOMH
dbopMe m OBICTPO TpOTrpecCUpYrONIeM TeueHHUH. [IpUHIMIBI KOMIUJICKCHOW M
muddepeHnranpsHON Tepanuy Takke peann3yroTcs npu pannen ctaaun CCJl. Tak
IPU XPOHUYECKOM TEUEHUU JTUMUTHPOBAHHON (POPMBI TIIFOKOKOPTUKOUIBI OOBIYHO
HE HAa3HAYAIOTCS, XOTsI Ha3HAuaeTCsl MUPOKHUM MepeueHb 0a3UCHBIX U COCYIUCTBIX

npcemaparoB - 6JIOKaTOpOB KaJIbOUCBBIX KaHAJIOB WM HMMYHOCYIIPCCCHUBHBIX
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npemnapaToB  (THAPOKCUXIIOPOKMH TMPH HAJIMYUUM WMMYHHBIX  HapyIICHUH,
METOTpEKCaT MPU CYyCTABHOM CHUHAPOME).

ITpu octpoMm Teuenun aud@ysnoit popmer CCJ, 0coOOEHHO ¢ BbIpaKEHHBIM
NOpaXEHUEM JIETKUX U KOXH, TpeOyeTcs paHHee Ha3HaueHue Iukiodocdamuia,
puTykcumaba, a Takke TJIOKOKOPTUKOCTEPOMAOB B HHU3KHUX JI03aX C
[OCIIEAYIOUIUM HEPEXO0I0M Ha HOJJIEPKUBAIOLTYIO TEPAINIO
TUAPOKCUXJIOPOKUHOM/METOTPEKCATOM/MUKO(DEHOIATOM. Coxpansiercs U
NPUHIUT JJIMTEIBHOTO JICUEHUs, HO B TO K€ BpEeMs paHHss aJeKBaTHAs Teparus
MOKET B IIOCIEAYIOUIEM COKPATUTh CPOKU JICYEHMs, KOTOPOE €IIe HEJaBHO

pacCMaTpuBaJIOCh KaK IMOKU3HCHHOC.

3.8. ComnocraBjieHne JAUHAMHKH  CTPYKTYPHBIX  H3MeHEHUil
KAanWLISpHOro pyciaa y OoabHbix CCJ[ 10 M mociae myJbC-Tepanuu

nukiI0pochamMuaoM B COUYETAHUM € JEKCAMETA30HOM.

Bce 15 mauneHTOB, BKIIFOYEHHBIE B TPYNIy MCCIEIOBAHUS, MOIYUNUIN KypC
nynbc-Tepanuu nukinodochamunom (500 mMr B/B) B cOUETaHUU C JIEKCAMETa30HOM
(12 — 24 mr B/B) 1 pa3 B Mecsll, KOTOPBI MPOBOAMICS B TEUCHHEC 6 MECSIIEB.
[locne manHOTO Kypca JiedeHHsS CYOBEKTMBHO y HUX OTMEYANOCh YIydIIEHUE
oOIIero CcaMOUYyBCTBUS, YMEHBIICHHUE CTETEHU BBIPAKEHHOCTU  OJIBINIKH,
MPOSBJICHUN CUHIpoMa PelWHO, IUIOTHOCTM MW OTEKa KOXKHBIX ITOKPOBOB,
CYCTaBHOI'O CHHApPOMA.

Tabmuma 16. OcHoBHble kKimHWYeckne mnokazaremn CCJ mo um mocre

neueHus 1.

[Tapametp Jlo Tepanuu ITocne Tepanuu p<0,05
MKC mno Popnany, cpenHee

17,3 15,3 0.001
3HaUYCHHUE, OAJLIIbI
boiiesHeHHbIE CyCTaBbl, cpelHEe

0,6 0,5 0.01
3Ha4YeHue, N
pJIA, cpenHee 3HAYCHHUE,

33,16 31,83 0.04
MM.PT.CT.
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[Ipu mpoBeneHun noBTOpHOW Kamwuisipockonuu y OonbHbIX CCJl mocne
MIPOBEJICHHOIO JIEYEHUSI HW3MEHEHUH CO CTOPOHBl KaNWUIAPOCKONUYECKUX

2 ppiaBiIeHo He Obu10 (P=0.28). B TO *e

MaTTEPHOB, YKCIIa KAaMWUIIPOB Ha 1 MM
BpeMs ObLJI0 OOHAPYKEHO JTOCTOBEPHOE CHIDKCHUE 3HAUCHUN MOIUPUITUPOBAHHOTO
kokHoro cuera Poanana (p=0.001), cpegHero ypoBHSI JaBJ€HUS B JETOYHOU
aprepun 1o gaHHbIM DXOKI (p=0.04), a Takxke MOJOXKUTENIbHAS JUHAMUKA IO
WHTEPCTUIIMATILHBIM U3MEHEHUSIM B JIETKUX (Ha ocHOBaHuu ucciegoBanus MCKT-
MOJIOKHUTENbHAS JuHamuka Oonee 10 % OT BcexX JIETOYHBIX IIOJIEH), dYTO
NOATBEPXKIACT  JOCTHUKEHHUE  XOpOIIEero  TepameBThueckoro sddexkra y
oOcrieToBaHHBIX Ha (hOHE TPOBEICHHOrO JieueHHs IukiodochamuaoM (Tabdiuiia
16).

IIpencraBnsiem ciyvail u3 npaktuku. Ilanuentka C., 35 net, ¢ quarHozom
muddysnoit popmbr CCJI, ¢ mopakeHHUEM JIETKHX MPOXOJujia MPOrPaMMHYIO
nyJbc-Tepanuto mukiaopochamuaom Ha otaeneHun pesmarosnoruu ['bY3 JIOKD c
Mapta 1o ceHTsaOpp 2015r. Ilpum rocmuranuzanuy mepea HayvajaoM Tepanuu
NaIlMeHTKa MpeIbsIBIsiia Kano0bl HA apTpalirMU B cycTaBax KHucTed, nuddysHoe
YIUTOTHEHHE KOKHBIX IOKPOBOB C TUIEPIUTMEHTAIMEH, TEICaHTMOAKTa3HH Ha
JuIe, TPYAHOCTH TPHU TJIOTAaHUW CYXOW TMHINU, OMABIIKY TPH BBIPAKEHHBIX
¢usznuecknx Harpy3kax. Ha MOMEHT rocrnuranu3anuu JJIUTEIbHOCTh 3a00JIeBaHUS
cocraBuna 6 wmecsueB. [lo moBony Ttepanuu CCJ nomydana npennu3onon 10
Mmr/cyTku, HudenunuH B go3upoBke 10-20 mr/cytku mo ypoBHio AJl. 3Haummon
COIyTCTBYIOIIEH TMATOJIOTMM Yy TMAIMEHTKH He Halmoganock. [lpu ocmotpe
BbIsiBJIeHa mpokcuManbHas —ckiaepogepmus (MKCP  coctaBunm 22 Gama),
TEJICAHTUOAKTa3UN. J[MUTUTANBHBIX 3B, KAIBIU(PUKATOB BHISIBICHO HE ObLIO. AJ|
obuto B mpenpenax 115-120/60-65 mm.pr.cT., mynbc B mnpeaenax 62-74 B MUHYTY.
AyCKyIbTaTUBHO B HMKHHUX OTJENAX JIETKUX BhICHyImmBaiachk kpenutamus. YbC =
4, YIIC = 2. UMT = 22,6 xr/m%. Tlpu nposeaeHur MOAU(HIMPOBAHHOIO TECTa
Bopra auctannus xoas0b1 coctaBuiia 471 meTp, oapimka Ha 3 O6amta (ymepeHHas ).
JlaGopaTopHble TOKa3aTeld TeMOTrJo0MHA, OOIIero aHajaW3a MOYH, OHOXUMUH,

¢bubpuHOTeHa, MoKa3aTeyu JUIUIOTPaMMbI, TJIIOKO3bl KpOBU, KoMmIuinMeHnTa C3 u
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C4, ummynornooynunoB G, M, A, NT-proBNP, C-peaktuBHOTr0 6€j1Ka HaXOIUIUCh
B mnpexaenax HopMmbl. OTMmeuanoch noBbimienne COD no 25 mm/ydac. Ilokazarenu
OKI', V3JI' BIIA 6putn B mpenenax HopMbl. [lo maHHbIM cnimpomeTpuu Oblia
CHIW)KeHa oObeMHas (opcupoBaHHas CKOPOCTb BbIOXa B HHTepBaje 25-75%
OXKEJI (72%). Tlo pmamaeiv KT OI'K  BBISIBASUIMCHE  JBYXCTOPOHHHUE
WHTEPCTUIIMATILHBIE W3MEHEHHUs [0 THUIy «MaTOBOTO CTEKJIa» B 0azaibHBIX
ornenax. [lo manaeiM DXOKI' obpamana Ha ceds BHumanue TH 0-1 crenenw,
nasienue B JIA  cocraBuwio mopsinka 25  mm.pr.ct  (Hopma). llpum
UMMYHOJIOTHYECKOM ucciienoBanuu BoisiBjieH AH® 1/1280, anturena k Scl-70 3+.
[To naHHBIM KaMWUISIPOCKOTIMU  BBISBIICH «AKTHUBHBIN» CKIEPOJACPMHUYCCKUN
naTTepH (pacuiipeHue KamwuIsspoB, €IMHUYHBIE MUKPOTEMOpPparuv, CHUKEHHAas
JIOTHOCTH KamWJLIApoB nopsaaka 7,0 va 1 mm?).

[Tocne mnpoBemeHuss 6 MeECAYHOTO Kypca HMHTEHCU(PUKAIMU Teparuu
nuknodocdamMugoM B gosupoBke 500 Mr/M? M TIIHOKOKOPTHKOCTEPOMIAMH
(mexcameTa3oH 16-24 MT) BBIIOJIHEHO KOHTPOJIbHOE oOciienoBaHue. B nmuHamuke
OTMEYAJIOCh YJIYUYIIEHUE IO BbIpaKeHHOCTH mnopakeHus koxu, MKCP cocraBun
18 6amnos. Ilo cycTaBHOMY CHHIIpOMY MPOU3O0IIEN PETPECC CYyCTABHOTO CUHIPOMA:
YbC = 0, YIIC = 0. JlabopaTopHo ot™meuanock cHmkeHne COD 10 HOpMaTbHBIX
sHaueHuit (14-5 mm/yac). Ilo mamaeiMm KT OI'K B jamHamuke OTMEYanoch
YMEHBIIIEHUE TIOJEH «MaToBOro cTekiay mnpuomusutensHo Ha 30%. Ilpum
IPOBEACHUN MOAUGUIIMPOBAaHHOTO TecTa bopra nuctanius xoap0b1 coctaBuia 530
METpPOB, OJIbIIIKA Ha 2 Oasia (Jerkas).

[lo maHHBIM KaNMWUIAPOCKONUH B TUHAMUKE HA (DOHE TIPOBOJAMMON TEPAITHH

M3MEHEHU BBISIBJICHO HE ObLIO (prucyHOK 11).
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J1o Tepanuu [Tocne Tepanuun

Pucynok 11. CpaBHeHHE KanWJUIIPOCKONMYECKUX Moy y marueHTkun C. 10 u

MocJie Tepanuu MUKI0PpochaMugoM.

B naunamuke HE OTMEUYEHO KaKUX-JIM0O 3HAYUMBIX MOp(I)OJIOFI/I'-IeCKI/IX

M3MEHEHHMH, YnciIa Kanuwuapos Ha 1 Mmm? o pesynbratam nosropHoi KHIL
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SAKVIIOYEHUE

CuctemHasi CKJIEpOACPMHS OTHOCHUTCS K CHUCTEMHBIM ayTOMMMYHHBIM
3a00JI€BaHMsAM, MPOTEKAIOIIUM C TIOPAKEHUEM pPa3IMYHBIX OpPraHOB M CHCTEM,
OBICTPBIM ~pa3BUTHEM MHBAJUIHOCTA U TOBBIIIEHHWEM JieTaibHOCTU. Ocoboe
BHUMaHUE yzesseTca npobdiemMaM KOMOPOUTHOCTH NpU 3ToM 3aboseBanuu. OHaKo,
OKOHYATEJIbHO YacTOTa M BCTPEYAEMOCTh COMYTCTBYIOIIEH MAaTONOTMHM MpU
mumutupoBanHor u nuddysnon hopmax CCJl mo koHIla HE M3yyeHa U Tpedyer
yTOYHEHHUs. Takke O4YeHb BaXKHO OBUIO YTOYHUTH YYBCTBUTEIBHOCTh U
cnenuUYHOCT, METOJa KAaMWUIAPOCKONMM HOITEBOIO JIOKa B paMKax
muddepennranbaoil quarnoctuku cunapoma Peitno npu CCJl u cpaBHUTH ero ¢
JPYTUMH  ayTOMMMYHHBIMU W WUMMYHOBOCHAQJIMTEIBHBIMU  3a00JICBAaHUSIMU
(peBMATOMIHBIN apTPUT, AEPMATO/TIOTMMHO3UT, OCTEOAPTPUT W HUAMONATHYECKAs
JIerOYHask TUIIEPTEH3M ).

B npuBenennoe uccnegoBanue ObUIo BKIOYEHO 133 OONBHBIX, U3 KOTOPHIX
68 TanMEeHTOB HWMENTU CHUCTEMHYIO CKIepoAepMuio, 13 — HIMONATUYECKYIO
JEroYHy0 runepreHsutro, 20 - peBmaToujHbld apTputr, 20 - TEpPBUYHBIN
MOJIMOCTEOAPTPUT W 12 - TEpBUYHBIA JE€PMATO/TMOTUMHUO3UT. J[MarHo3el OBLIH
BepUUIIMPOBAHBI HA OCHOBAHWU COBPEMEHHBIX KJIACCU(DHUKAIIMOHHBIX KPUTEPHEB,
IOPEACTABICHHBIX B KIMHUYECKUX PEKOMEHAAIUAX acCOLUAalM PEBMATOJOTOB
Poccun, a taxxke kpurepueB EULAR u ACR. Brimenenue ximHHYeCKUX (popMm
CCJl ocymiecTBIsJIOCh Ha OCHOBE Kiaccupukanuu, paspadoranHoit LeRoy B
Monudukanuu (BKIOUas mnepekpectHyio (Gopmy). CpaBHUBaEMbIE TPYIIIIBI
MAIMEHTOB OBUTM COMOCTaBUMBI IO TEHACPHBIM MPU3HAKAM M JJIUTEILHOCTH
3aboneBanus. ['pymimy KOHTPOISI COCTaBHIN 17 3I0POBBIX JIMIT TOTO K€ BO3pacTa.

[IpoBogunock komruiekcHoe obOcnenoBanue OonpHbIXx CCJI m rpynm
CpaBHEHHUS, BKJIIOYABIIIEE OOILEKTMHUYECKHE, nabopaTopHbIE u
MHCTPYMEHTAJIbHbIE METOJIbl MCCIICIOBAHMS, a TaKKe MPUMEHEHHE OMPOCHUKOB.
CocTosiHME TAlMEHTOB OIEHUBAJIOCH [0 KJIMHUYECKHM JaHHbIM (00leMy
COCTOSIHUIO, JJaHHBIM (DU3UKAIBHOTO 00CIIe/IOBaHMs), pe3yabTaTaM J1ab0paTOPHBIX

N MHCTPYMCHTAJIbHBIX MCTOA0B MCCIICAOBAHMA.
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Knauanmgeckue metoanl oocnenoBanns manueHToB ¢ CCJI Bkimouamu B ceOst
KOMIO3UTHBIA ~ WHJEKC  OLEHKM  aKTUBHOCTU  JaHHOro  3a0oJjeBaHus
(MOomuPUUUPOBAHHBIA  HWHIAEKC BaleHTUHM), OIEHKY TMOpaXEHUs  KOXHU
(MonudUIMPOBAHHBIN KOXKHBINM cueT PogHaHa), TeCT 6-MUHYTHOU XOABOBI (HJIsI
OIICHKM  TOJIPAHTHOCTH K  (UBUYECKOM HArpy3ke ¢  OOBEKTUBHU3AIMHU
(YHKIMOHAIIBHOTO cTaTyca OOJBHBIX C TMOpaXEHUEM cepala U JETKUX),
(GYHKIIMOHAIBHOE COCTOSIHHE OOCIEeOBaHHBIX (C moMolpio onpocHuka HAQ) u
cyeT oOmero uucia OOJIE3HEHHBIX W MPHUIIYXIIMX CYCTAaBOB C OIpEACICHUEM
akTuBHOCTH PA ¢ momompto uuaekca DAS28. JlaGopaTopHble METOAbI BKITIOYATU
B ce0sl ompeiesieHne oKas3aTeeil reMorpaMMbl, OMOXUMHUYECKOTO aHalln3a KPOBH,
MoKazaTesiell JIMMHUIHOTO CIIEKTPa, BBICOKOUYBCTBUTEIBHOTO C-peakTHBHOTO
oenka, C3- u C4- KOMIOHEHTOB KOMIUIMMEHTa, UMMYHOTJI00ynuHOB G,M,A, NT-
proBNP, anTunykieapHoro ¢akropa, TOMOIMCTEHHA, YPOBHS dHAoTenuHa 1-21,
ACCHUMETPUYHOTO JHUMETWIAPTUHUHA, OMNpPEACIICHHE KOHLUEHTPAUUH MOJIEKYJIbI
anaresun cocyauctoro supotenus 1 tuna SVCAM-1, onpenenenre KOHIIEHTpAIUN
MoJieKysbl  kaeTouHoi anaresun-1  (SICAM-1), MapkepoB 3HIOTETHAIBHOMN
TUC(YHKITMY, OIICHKY KOHIIEHTPAIIUH IIUTOKMHOB M XeMOKHHOB (16 Tmoka3zartenei).
C mMOMOIIBPI HMHCTPYMCHTAJIbHBIX METOJNOB oOciea0BaHus (yJIbTPa3ByKOBOE
UCCJIEJOBAaHNE COHHBIX apTepuil B B-pexnmMe) nIpoBOAWIN OLIEHKY 3JIAaCTHYECKUX
XapaKTEPUCTUK COCYAUCTOM CTEHKH, IIOKa3aTeledl LEHTPAIbHOTO JaBJICHMUS,
TOJIIIUHBI KOMIUIEKCa UHTHUMAa-Meaua. OLEHKY CTPYKTYPHOTO COCTOSIHUS cep/la
OPOBOAWIA  METOJOM HXokapauorpaduu. [lo moOKazaHWsIM  MPOBOIUIIOCH
PEHTIE€HOCKOIIUYECKOE  MCCJEAOBaHME  MHUIIEBOJAAa C  KOHTPAcTOM IS
NOATBEPKICHUS axana3uu nuileBojaa. Kanumisipockonusi HOITEBOTO Joka Obuia
00s13aTENBHOM IS BCEX MAIMEHTOB, BKIIFOUCHHBIX B MCCIICIOBAHUE.

Ha BTrOpoMm stame nmuccepranmoHHoi padoTel u3 rpymmbl 0ombHBIX CCJI
Ob1710 0TOOpaHo 15 YenmoBek, TpeOyIONIUX MPOBEACHHSI MHTCHCU(DUKAIIUN JTICUCHUS
uukinodocpamuioMm (IPOJOIKUTENBHOCTh JieueHHsT 6 MecsiueB). B TedeHue
nonyroaa OonbHbiM CCJl W3 rpynnbsl UHTEHCU(UKALMK TEparuu OJHOKPATHO

€XKEMECSIYHO TMPOBOAWINCH BHYTPUBEHHble UH(MY3uM uukiodpochamuma B
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nosuposke 500 Mr/mM?> M IIIOKOKOPTHKOCTEPOMIOB (HekcameTasoH 16-32 wr).
Hapsny ¢ 3tum, nmanmeHTaM ¢ BBIpaXEHHBIM CHHIPOMOM PENHO MO IMOKa3aHUsAM
MPOBOJIMIIACH Ba30aKTHBHAs Tepamus mnpenaparoM Bazampoctan B no3upoBke 20-
40-60 mxr (TI0 HapacTarolel cxeMe 1noj Koutposuem AJl).

Yepe3 6 mecsleB NMPOBOAMIACH MOBTOPHAS KAaNWJUIAPOCKONUS HOI'TEBOTO
JI0Ka Mociie Kypca MHTeHCU(UKAIIMK Teparluy 10 CTaHIapTHOM MpoIeaype.
I'pynmam cpaBHEHMST MU KOHTPOJISI MPOBOAMIACH KANMWJUISIPOCKOMHUST HOTTEBOTO
JI0Ka 1O OOIIETPUHATON METOAUKE MPU MTEPBUYHOM OCMOTPE.

I[Ipy wu3ydyeHun KOMOPOMJAHOM TMATOJOTMH OBUIO  BBISBICHO, YTO
uemuueckas 6ome3np cepana npu CCJL Obla CyIecTBEHHO HUXKE, YEM B TPYIIIE
6ompHIX PA uw OA, mpu 3TOM oOKa3zajach COMOCTaBUMOW C TPyNIoi
nepmaro/monumuo3uta. Cremyer orMmerutb, uto y namueHtoB ¢ CCJI
BcTpeuaeMocts BC Obina Beime, yem B rpynmne MJIT. bonee Bbicokas yacTora
NBC B rpynmie PA u OA mno cpaBHeHuto c¢ rpynmnoit mamuentoB ¢ CCJl Oblna
CBA3aHA C COXPAHSAIONIIEHCS AaKTUBHOCTHIO MMMYHOBOCIAJIUTEIBLHOIO Mpolecca
PEBMATOMIHOTO apTpuTa (Ha OCHOBaHMM CpeaHuxX 3HaueHui unjaekca DAS28-CPb
= 3,95), 6onee crapmmm Bo3pacToM (cpenuuii Bo3pact 6onbHbIXx CCJl cocTtaBum 51
roa, PA - 61 ron, OA — 63 roma), HamUUYMEeM METaOOJUYECKOTO CHUHAPOMA Y
OONMBHBIX C  OCTEOAPTPUTOM U,  CIENOBAaTEIbHO, C  BBIPAKEHHOCTHIO
aTEepPOCKJIEPOTUYECKOr0  mpolecca. PacnpocTpaHEHHOCTh — THIIEPTOHUYECKOM
6one3nn y 6ompHbIx CCJl OblIa MEHBINIE, YeM BO BCEX TPYIMIax CPaBHEHHS, UTO,
BO3MOYKHO, TaK)K€ CBS3aHO C MEHBIIUM YHCJIOM METAa0OJMYECKUX HAPYIICHHH |
MeHbIneit yactotoit BeisiBiieHHOTO CJl 2 Tumna. CaxapHsiii nuabet 2 Tuma B TpyIie
6ompabIx CCJl Obin BEIBICH B 1 ciywae, Toraa kak B rpynmne PA, OA, IM/IIM
TaKUX CIydaeB ObUIO 3HAYMTENBbHO Ooisbmie. OOpamiaeTr BHUMaHUE TOT (aKT, 4To
octpsie cocyauctbie Hapyiienus (OMIM, OHMK B anamHe3e) BCTpedaIiCh Yalle B
rpynne CCJl, yeM B rpynmnax cpaBHEHHUs, YTO MOXET CBUJIETEIILCTBOBATH O Oojee
3HAYMMBIX HUPKYJIATOPHBIX HAPYUICHUAX MIPU JAaHHOU (hOpMeE MaTOIOTUH.

Taxxe ObUI MPOBENCH CPaBHUTENIbHBIM aHAIM3 YacTOThl KOMOPOWIHOM

MaToJIOTUU B rpymnme OonbHBIX qudPy3Hoi u nmumutupoBanHod dopmamu CC/I.



98

Yactora MBC, I'b 1 OHMK oxka3amace CylmIEeCTBEHHO BBIIIE Yy MAUUEHTOB C
JUMUTHUPOBAHHON (popmoii, ueM B rpynne O0oapHBIX nuddy3Hoit popmoit CCU.
[IpuBeneHHbIE MOKa3aTeNM, a TAKXKE JAHHBIC JUTEPATYpbl, MOATBEPKIAIOT TOT
¢akt, yto mpu gumutupoBaHHON ¢opme CCJl wnabmomaroTcss OoJjiee yacThie
COITYTCTBYIOIIME KOMOpPOHUAHBIE 3a00JieBaHMs, B MEPBYIO OYEpe/lb MNATOJOTHUS
CEepPACYHO-COCYAUCTOM  CHUCTEMBI, 4YTO CBsi3aHO ¢  Oojee  TIIYyOOKUMU
HUPKYJISATOPHBIMUA HAPYLIEHUSIMU 1O cpaBHEHUIO ¢ nuddy3Hoit popmoit CC/I.

YV Bcex mnanmeHtoB ¢ jauarHozom CCJI mo AaHHBIM KanWUISPOCKOIMHU
HOITEBOTO JIO)Ka OOHapyXHUBaJlaCh XapakTepHas KOMOWHAIMS —KanWUISPHBIX
HApyIIEHUH B HOITEBOM JIOXKE: PACIIMPEHUE BCEX TPEX CErMEHTOB KaWJUIIPHON
NETIM, 'MOTepsA" KanWUIsIpOB, M Ppa3pyLI€HUE HOITEBOIO KaNWJUISIPHOTO JIOKA.
JloctraTouHo 4YacTo HaAOJMIOJATOCh  MHOXKECTBO  Pa3BETBICHHBIX, "TyCTHIX"
KaruJuIsIpOB. CornacHo pa3TUYHBIM IPOMOPLIUSIM napaMeTpoB
CKJIEpOJICPMHYECKOr0 MaTTepHa (TUTAHTCKUE KalWJUISIPhI, MOTEPS KANWJUIAPOB,
MUKpPOTEMOpparu M pPa3BETBICHUS KANWUIAPOB) Y BCEX HCCIEIYEMBIX OBLIO
BBIJICJICHO HAJIMYUE OJHOTO U3 TPEX OCHOBHBIX NATTEPHOB: 'paHHMI",
"akTuBHBIK" M "mo3aHui". IIpu 3TOM COOTHOLIEHUE ATUX MATTEPHOB COCTABUIIO
10, 45 u 45 % cooTBeTCcTBEHHO. «PaHHUI» U «aKTHUBHBIN» MAaTTEPH MpPHU paHHEH
dopme CCJl mokazanu 100% 4yBCTBUTETBHOCTh, B TO BpeMs KaK CIEIU(PUIHOCTD
«paHHETO» MaTTepHA OKa3ajach B mpenenax 66,67%, a «aktusHoro» 100 %. Ilo
Mepe MporpeccupoBaHusl 3a00JIeBaHUS YyBCTBUTEIBHOCTD U CIIELU(PUUHOCTD BCEX
naTTepHoB crtana coctaBiasaTh 100%, 3a UCKIIOYEHHEM YYBCTBUTEIBHOCTH
«akTuBHOTO» martepHa npu aktuBHo ¢dopme CCI (94,4%) m «paHHETO»
natrepHa npu mo3aHer crtamguu (50%). Takum oOpa3om, YyBCTBUTEIBHOCTH H
cnenupUIHOCTh BCEX MATTEPHOB OKa3alach HauOoJee 3HAYMMOU MPU aKTUBHOUN |
no3auen popme CCJI.

B rpynnax KOHTpOJIsI U CpaBHEHUS KaNUJIJISIPOCKOMUYECKasi KapThUHA ObLia
MpeCTaBiICHAa €IUHUYHBIMU MaTOJOTMYECKUMHU HM3MEHEHUSIMU KalWUIAPOB, HE
CKJIaJIBIBAIOIIMMUCS B MMAaTOTHOMOHUYHBIE CKJIEPOJAEPMUUYECKUE NATTEPHBbI, 3a

HUCKJIIOYEHHEM 2-X YeJIOBEK U3 rpyannbsl  C I[epMaTO/HOJII/IMI/IOSI/ITOM C
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NOCTOBEPHBIM CHUHApPOMOM PeliHo. B rpynmax cpaBHEHHs U KOHTPOJSA TaKXKe
OOHapYXUBAJIMCh HEcHeU(PUUECKUe TOHKUE MOP(HOIOTUYECKUE U3MEHEHUS B
JVMCTATbHOM YacTH KaMWUIIPOB, TaKUe KaK M3BHJIMCTOCTH (BETBH CKPY4YEHBI, HO HE
HepeceKaroTcs ), epeceueHne KamusipoB (BETBU NEpECeKatoTcs APYT C IPYrOM OAMH
WIM J1Ba Pa3a), U3BUTHIC METIM (BETBH IEPECEKAIOTCs C COOOM WM ¢ APYyrUMU
KanUIIPaMHu ), TyCThIe TN (BETBU MAJIEHBKOTO pa3Mepa U UMEIOT MHOTOKPaTHBIE
OTBETBJICHUsI), OKTa3WMpPOBAaHHBIE TETAM (BETBM  KaNWUIAPOB  YBEIMYEHBI
NpUOIM3UTENTFHO B YETHIPE paza OT HOPMAITBbHOW IIMPHUHBI, WU C TUAMETPOM BETBU >
20 MKM) H® «OpUYyAJHEBBIC» TETIH (C aTUMUYHOM  Mopdosoruer, He
COOTBETCTBYIOIIEH paHee OIpeAeTICHHBIM KaTeropusiM). [Ipr cpaBHEHNH KalMUIIPOB
npu CCJl ¢ rpynmamu CpaBHEHHSI W KOHTPOJS OBUIO BBISIBICHO CHU)KCHHE YHMCIIA
Karmuuapos Ha 1 Mm? B rpymme 6oasabix CCJI (p=0.0003).

DTO TOATBEPXKAACT JaHHBIE O BBICOKOW JMArHOCTUYECKOW IIEHHOCTH
KalUUISIPOCKOITMU HOTTEBOTO JIoXKa. Takke Mo pe3yibTaTaM HaIIero HCCIeI0BaHuUsS
BBISICHUJIOCh, YTO BBIPKEHHBbIE W3MEHEHHS KaNWUIIPHOTO pycia HE 3aBUCAT OT
JABHOCTH 3200JIEBaHUS U MOTYT TPOSIBIISITHCS HA PAHHUX CTAIUSAX 3a00JIeBaHUs, €I1e
1o knmuHudecku oyepuennon CC/I.

Hamm He OBUIO BBISIBICHO  KAKUX-THOO  3aBUCHMOCTEH  MEXIY
KamUIPOCKONIMYECKUMH TIATTepHAMU M KIMHUYECKOW (opMoit 3aboJeBaHUS
(muddy3Has, TMMUTAPOBAHHAsI), HO B TO e BpeMs OOHapy)XeHa 3aKOHOMEPHOE
pacrnpeziesieHue NaTTepHOB B 3aBUCUMOCTH OT MPOJI0JKUTEIBHOCTH 3a00JI€BaHNUS.

B mHamem wuccrienoBaHWM HAIUIO TMOATBEPXKACHUE BBICOKONW YaCTOTHI
BcTpedaemoctu antuten K SCI-70 (40 %) mpu nmuddys3HOH dopme M aHTHUTEN K
neatpomepam (CENP-A 55 % u CENP-B 48%) mpu numutupoBaHHOU (dopme
3a00eBaHus, a TaKXKE BCTPEUAEMOCTH PA3IMYHBIX BHJIOB AyTOAHTUTEN TIPH
nepekpecTHoM cuHapome. IIpu 3ToM Obla BBISIBIEHA TI'E€TEPOrEHHOCTH ABYX
ocHOBHBIX KiuHu4Yeckux (opm CCJl (mumutupoBaHHOW u auddy3HOI) 1O
OCHOBHOMY CHEKTPY aHTHTEN (LEHTPOMEPHBIX M aHTUTENI K TOMOH30MEpase),

COYCTAHHUC KOTOPBIX Ha6J'HOI[aJ'IOCI> JUIOb Y 3 IIanucHTOB, a TAKXKC BBICOKas
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9acTOTa COBMECTHOTO OIpPEACICHUS aHTUIIEHTPOMEPHBIX AHTUTET W aHTUTET K
PHK-nonumepase (mopsiaka 46-50%).

VY nanuentoB ¢ auddys3Hoit popmoit CCJI Oblna BhIsIBIIEHA BBICOKAs CTETICHD
pPacpoCTPaHECHHOCTH MMOPAKECHUS KOKHBIX TTIOKPOBOB, TSHKECTh MOPAKCHUS JIETKAX
(BBIp@XXEHHOCTh MHTEpPCTULMAIBLHOrO mHEeBMO(MuOpo3a, cumxenue XEJI, unnekc
Tudpduo), KKT (aucdarus, s3odarur), a Takxke HapylmeHuil putma. B 1O xe
BpeMsi Y OOJIBHBIX C JIMMUTHPOBAHHOW (DOPMOI dalle BCTPEUYAIHCH MOPAKCHHUS
MUKpPOCOCYAUCTOrO0  pyciia  (TCJICAaHTMOdKTa3WH,  JUTHTAIbHBIC  SI3BBI),
KaabIU(UKATBI, SIBICHHUS TEPUKApPAWTa, YTO B TPUHIMIIE COOTBETCTBYET
omucanuto kiaccuueckoro cuuapoma CREST. CormacHo [MaHHBIM HAIIETo
UCCIICIOBAHUS, Y TMIAllMCHTOB C BBIABJICHHBIMH MHHOPHBIMH aAHTHUTCIIAMH
(mo3UTHBHBIX MO aHTUTeNaM K Pm-Scl-75/100) cpenn KIMHUYECKUX TPOSIBICHUH
3a007eBaHUsl  OTMEYAIOCh OoJjbinee KojduuecTBOo  KanbiudukaroB (60%),
teneanrnodktazuii (80%), momuueiponatuu (60%), mepukapaura (20-22%) u
nopaxeHust Jerkux (6aszampHblii nHeBMOGUOpo3 B 57% U aKTUBHBIC
uHTepcTUlnanbHble n3MeHenus o KT B 67 % cinydaes).

IIpu cpaBHuTENBHOM HcclenoBaHuu rpymn namueHToB ¢ ATA u AIIA
KJIMHUYECKA 3HAYUMBIX PA3IMUMid B TOKAa3aTeNsAX SHIAOTETUATBHOW (YHKIMH
(rommmua KUM, unnexc PI°, CPIIB, onpenenenue ypoBueir VCAML, ICAMI,
supotenmHa 1-21, AJIMA) BBISBICHO HE OBLIO, a KOHIIEHTPAIUU B KPOBHU Y ATHUX
rpynn obcnenoBanabeix TNFa, VEGF, romomucrenna, MJI-2, NJI -4 -8, WUJI -10,
NI -12-13, W -17 u  gCSF cCymectBeHHO HE OTIWYAINCh OT HOPMBI.
Uckmouenne cocraBmwn Jmmb MCP-1  (p=0.03), ypoBeHb KOTOpPOro OBLI
CTATUCTUYECKHU 3HAYUMO BBIIIE Y OOJIBHBIX quddy3H0#t hopmoit CCJI.

[Tpu oreHKe MaHHBIX UCCIIEIOBAHUS METOJOM MHOTOMEPHBIX B3aUMOCBSI3EH
Obl1a  BBISBIICHA B3aMMOCBSI3b MKy VYBEIHMYCHHEM pPa3MEpPOB IPaBOTO
npencepans W JaBICHUS B JISTOYHOW apTepUd C OJHOW CTOPOHBI U MapKepaMu
noBpexacHus sHupotenaus (NTproBNP, ICAM, AJIMA) c¢ apyroi, KOTOpbIC
npuBoaaT K NO-3aBrCHMO# BAa30KOHCTPUKIIMA JIETOYHBIX aPTEPHiA, TOBBIIIICHHOMY

YPOBHIO T'OMOLIMCTCHHA, 06naz[a10meMy MPpAMBIM HUTOTOKCHYICCKHUM ,HCIZCTBPIGM Ha



101

SHIOTENMM  COCYJOB UM  aCCOIMUPOBAHHOMY C  TOBBIIMICHHBIM  PUCKOM
TpoMO00OpazoBanus, nosuiiieHneM CPb (Mapkep BocmanuTenbHOro Mpoiiecca, B
TOM YHCJIE€ COCYIUCTOTO TeHe3a) W BbICOKOM akTuBHOCThIO CCJ] Ha ocHOBaHMM
OIICHKM WHJAEKca BaneHTUHH (4eM BbIIIE aKTUBHOCTb, TeM Oojiee 3HAYMMO
BhIpa)KEHA PHJOTENUanbHas quc@yHkuus). B npyrom 61oke HaOIt01amaCh TECHAS
Koppensuus rpynnsl uaTepaeikunos (UJI-1, WI-2, WI-4, WI-5, UJI-7, NJI-12,
NJI-13) ¢ ®HO-anbdpa, G-CSF. TlomydyeHHbIE JaHHBIE MOATBEPKIAOT
B3aUMOCBSI3b MapKEpOB TMOBPEXKIACHUS DHIOTEIHUS C HHCTPYMEHTAJIbHBIMU
METOJaM{ HEWHBA3WBHOW JIMATHOCTUKHU JIETOYHOM apTepuaibHON THUMNEPTEH3UU
(OXOKT) y 60onpubix CCJl, a Takke CHEKTPOM HUTOKMHOB M XEMOKHMHOB, TECHO
ydacTBytomux B narorenese CCJI.

B nHamem wuccnesoBaHMM Ha OCHOBAHWHW BBISBICHHBIX AHTHUHYKJICAPHBIX
aHTUTEN OBUIO BBIJIENICHO 4 KIMHUKO-UMMYHoJornueckux cyotuna CCJl (rpynmna
OONMBHBIX C  aHTUTENaMHU K  Tomou3zomepase-1, rpynma  OOJBHBIX  C
AHTUIICHTPOMEPHBIMM aHTUTENAMH, Tpynmna OonbHBIX ¢ aHTHTenamu k PHK-
nojauMepase 3 u rpymnma OonbHBIX ¢ aHTHTedamu K Pm-Scl 75/100). B mepsoii
rpynie TMalMeHTOB C aHTUTeJIaMu K Tomou3omepasze-1 oTmedanoch Oosee
BBIPAXKEHHOE MOpakeHne Koxu (74% mnpokcumanbHasi CKIEpOAEpMa, CPEIHHI
cuer MKCP -20 6amnoB) u XKXKT (330darut 63%, aqucdarus 74%) 1o cpaBHEHHIO C
IpyruMH TpynmnamMu. Hapsay ¢ 3TUM y HUX 4Yallle BBISABIISIIOCH MOPAKEHHUE JIETKHX,
npuYeM Ha TO3IHUX CTaAusax ¢ ¢dopMupoBaHWEeM OazanbHOTO MHEBMO(HOpO3a
(63%), 9TO TPOSABISIOCH AyCKYNbTaTUBHBIM ()EHOMEHOM B BHJI€ KpENUTAIUU
(59%). Ilpu »o>TOM y TAIMEHTOB HATOM TPYyNIbl YacTOTa AaKTUBHOTO
MHTEPCTULHATIBHOTO Tponecca B Jerkux (39%) cyniecTBeHHO HE OTJIMYaliach OT
rpynn cpaBHeHus. YpoBeHb NT-proBNP (205 nr/mm) y mnamueHTOB mepBOi
IPYIIbl OKa3aduCh Bbille, yeM B Apyrux rpynmnax (p=0.006) obOcnenoBaHHBIX.
Takum 00pa3om, MalMEHTHI MEPBOM TPyHIbl UMENIU 0oJiee 3HAUUMbIEC MOPAKEHUS
KOXKU M JIeTKuX. YacToTa BBISIBICHHBIX MO3JHUX W3MEHEHHUH B JIETKUX y JaHHOMN

rpyIIbl 00JIbHBIX ObLIA cBsi3aHa ¢ anurenbHocThio CCUI.
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Bo BTOpo#l Tpynme ManmMeHTOB C AHTUTENAMH K aHTHIICHTPOMEPHBIM
aHTUTeNlaM, CBA3aHHBIX c kiaccuueckuM CREST-cunapoMom (kanbludukarsl,
cuHgpoMm PeiiHo, 330¢arut, CKJICPOJAKTHINS, TEICAHTMOIKTA3UHM) BBISBIISIICS
BBICOKMU TMpoueHT KanblupukatoB (50-57%), teneanrunoskrazuii (64-75%),
nuruTanbHoro aprepunta (54%) v qurutanbHbIX 3B (28-30%) kak mposiBICHUN
TsDKENoro cuHjapoma PeiiHo. JlocTaTOUYHO 4acToO y HUX ONPEACISUIUCH MPU3HAKU
nepukapauta (17-21%), a cpenuue 3HaueHus pJIA coctaBnsnu 36 Mm.pT.cT. (24-
45 MM.PT.CT).

B rtperbeli rpymme manueHToB ¢ aHTtHTenamMu kK PHK-mommmepase-3
(PR11/155) nabmromanoch 3HAYMMOE MOPAKECHUE KOKH B BHIC IMPOKCHMAaIbHOM
ckiepoaepmbl (54-58%), xanmbumdukatel (26-30%), Teneanrumodkrtazuu (41%),
mucoarus (52-57%), a30darut (44-52%), 6azanbHbl THEBMODHOpO3 (41-45%) n
nepukapaut (5-10%).

B dgetBeproit rpymme manueHToB ¢ anTHTedamud k Pm-Scl 75/100 Obuta
OTMEUEHa BhIpa)K€HHas MpoKkcuManbHas ckiepoaepmus (40-67%), kanblupuKaThl
(33-60%), Teneanrnodktazuu (80%), aurutanbHbi aprepunt (38-40%),
MOPAKCHHE JICTKUX KaK B akTHMBHOH (pa3ze (MatoBoe ctekio mo ganHbiM KT OI'K
(40-67%), Tak u ¢ opmupoBaHHeM Oa3zambHOro nHeBModuoposa (40-57%). Y
OOJIBHBIX 3TOW TPYIIIBI, UMEIOLINX aHTU-PM-Scl 75, BeIABIAINCH caMble BHICOKHE
nokazatenu pJIA - 38 mm.pt.cT. (33-64 MM.pT.CT.), a Y 0OCIIeTOBaHHBIX C AHTH-
Pm-Scl 100 B 60 % ciy4aeB auarHOCTHpOBaJach MoJMHEHponaTus. BaxHo
OTMETUTh, YTO BCTPEUAEMOCTh IMEpPUKapAuTa B 00euxX moArpynmax Obuia
OJIMHAKOBOM M cocTaBuiia cOOTBETCTBEHHO 20 1 22%.

BaxupiM okazancs Tot ¢akr, uyto y OompHbIX CCJl OBUIO yCTaHOBIIEHO
TIOJIOKUTEITEHOE COOTHOIIIEHUE MEXKTY Pa3BETBICHHEM KAMMUIIPOB M TIOPAKEHUEM
JEeTKUX 1o Tumy «cotoBoro Jyerkoro» (R=0.31, p=0.02), a Taxxe pacmmpeHreM
KamwusipoB u ¢pakmueir BeiOpoca mo Cumrcony (R=0.31, p=0.01). Ywucno
KaNMIUIApoB HA 1 MM? OTPUUATENBHO ACCOLMMPOBANACH C HATMYMEM Y MAIMEHTOB
JIAT (R=-0.3, p=0.013) u monoxwutensHO ¢ 00BEMOM (HhOpCHPOBAHHOTO BBIZIOXA 32 |

cexkyaay (O®B1) (R=0.44, p=0.01). Hapsay ¢ stum HabOmI01a7aCch TOJOKHUTEIbHAS



103

acconuanus Mexay HaimnuueM ckieponaktiiimu (R=0.3, p<0.02), aururaibHbIX sS3B
(R=0.28, p=0.02) u «mO3qHKM» CKJICPOJCPMHUYCCKAM MaTTepHOM. B3ammocss3eit
MEXKIy KanWUIAPOCKONIMYEeCKOW KaptnHOoM u  ypoBHeM CK®, a Takke
MOJU(PUIIMPOBAHHBIM KOXKHBIM c4eTOM Po/lHaHa BBISBIEHO HE ObLIO.

Cpenu nmabopaToOpHBIX MOKa3arejaed Obula YCTaHOBJIEHA KOpPPEISLIMOHHAS
CBSI3b MEXIY pacUIMpEHUEM KanuuiipoB W ypoBHeM remorioouna (R=0.29,
p=0.02), a Ttarke ypoBHeM NT-proBNP (R= -0.31, p=0.04). BripakeHHOCTb
pa3BeTBIICHUS KaMWJUISIPOB coveTaachk ¢ ypoBHeM obiero 6enka (R=0.28, p=0.03) u
¢bubpunorena (R=-0.3, p=0.02). [TonydyeHHble TaHHBIE CBUACTEILCTBYIOT O TOM, YTO
«axtuBHbii» narrepn KHJI (pactmmpenue u passetBienue kanwuisipoB) npu CCJJ
aCCOIMMPOBAaH C BBICOKOW AaKTUBHOCTBIO 3a00JIEBaHMS, COIPOBOKIIAIOIIECHCS
nopaxxkenuem Jierkux. «I1o3qHui» naTTepH acCOIMUPOBAIICS C TSKECTHIO MOPAKEHUS
COCYIMCTOrO0  pyciia  (AWTUTaIbHBbIE  fA3BBI),  BBIPAXKEHHOCTHIO  (uOpo3a
(ckiIepomakTHivs), a Takxke Oosee BbIcCOKkMMH 3HadeHUssMH NT-proBNP (kak
npu3Hak OoJiee BBIpAXKEHHOW JeroyHod rumepreHzun). OOpamiana Ha cels
BHUMaHUE KOPPEJSIITUOHHAS CBSI3b MEX]y CTeneHbto nopaxenuss MIP (camxenue

2 KaK NPHM3HAK TEPMMHAILHOTO IOPAXKECHHS) M

KOJIMYECTBA KAaMLIAPOB Ha 1 MM
BBIPAXKEHHOCTBIO JIETOYHOW apTEPUATTbHON TUIIEPTEH3UU.

[Tpu amanmmze ceponorudeckoro crektpa CCJl-cnenuduIHbIX ayTOAHTHTEN
OOHapy»XeHa TOJIOKHUTEIbHAS aCCOIMAIUsl MEXIy Pa3BETBICHHEM KalUIIPOB U
aatutenamu Kk Th/To (R=0.52, p<0.000006), Ku (R=0.3, p<0.02) u oTpumareipHas K
aatutenam  Scl-70  (R=  -0.23, p<0.04). Hapsgy ¢ OSTUM  YCTaHOBICHBI
KOPPEJSIIIMOHHBIC  CBSA3M MEXKAy HMMyHoorndeckumu Mapkepamu CCJl u
IIUTOKUHAMH: TIOJIO)KUTEIIbHBIC B3aUMOCBSI3U - PACIIMPCHHE KAITMJUIIPOB M YPOBEHb
ADMA (R=0.58, p=0.004), «motepsi» kammwuisipoB u ypoeHb IL-2 (R=0.59,
p=0.0003), IL-6 (R=0.59, p=0.007), IL-7 (R=0.59, p=0.001), IL-10 (R=0.59,
p=0.04); oTpuarenbHbIe - pacMpeHne Kamuusipos U yposeab UOPHO-a (R= -0.4,
p=0.02), «moteps» kanwuisipoB u ypoBenb gnMCSF (R=-0.4, p=0.001), MCP-1 (R= -
0.36, p=0.004), pa3seTBicHHe KammuisapoB u ypoBeHb MCP-1 (R= -0.28, p=0.02).

[TonydeHHbIE TaHHBIE CBUACTENBCTBYIOT O TOM, YTO «akTUBHBIN» natrepH KHJI npu
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CCJl accommupoBaH ¢ Mapkepamu sHAoTenuanbHoW auchynkiuu (AJIMA), a

CHMIKCHHUC KOJIMYCCTBA KaIIWIJIAPOB Ha 1 MM2

U UX Pa3BETBIICHHME KaK MpU3HAK
MIPOrPECCUPYIONICH MHUKpPOAHTHOMATUH, KOMIICHCATOPHOTO HEOAHTHOTeHe3a U
MOCTETIEHHOTO TIEPeX0Jla «AaKTUBHOTO» TMAaTTepHa B «IO3AHUI», C YpOBHEM
UTOKUHOB ¥ XeMokuHOB (IL-2, IL-6, IL-7, IL-10, udbHO- a, MCP-1, gmCSF).

B rpynne marmmentoB ¢ CCJl (15 uenoBek) mociie mMpOrpaMMHOM IMyJbC-
Tepanuu UUkiIoGochamMuioM CyOBEKTHUBHO OTMEUYaJoCh YIIYYIIeHHEe OOIIero
CaMOYYBCTBHUSI, YMECHBIIICHUE CTEIECHU BBIPAKEHHOCTH OJIBIIIKH, CUHIpoMa PeliHo
(TpaH3UTOpHAS NUIATAIMS, BACKYJISPU3AIUs COCYJIUCTOTO pyciia), MIOTHOCTH U
OTEKa KOXKHBIX TOKPOBOB, a TAKKE CYCTaBHOTO CHHApPOMA, Ha ()OHE JOCTOBEPHOTO
CHWDKEHUST MOIM(PHUIIMPOBAHHOTO KokHOTO cuera Pomnana (p=0.001), cpemnero
ypOBHsI naBieHus B JjeroyHoi aprepuu (p=0.04). OTmeuanach MOJOKUTEIbHAS
JUHAMHKA TI0 MHTEPCTUIIMAIBHBIM M3MEHCHHSIM B JIETKUX (Ha OCHOBaHUH
uccinenoBanuss MCKT - nonoxxurensHas quHamuka 6osee 10 % oT Bcex JeroyHbIx
noJjieif), YTO CBHUIETENIBCTBYET O TMOJOXKUTEILHOM TepaneBTHUYecKoM 3ddexTe
ukiIogochamMuaa npu nopakeHuu Koxu u Jerkux y 6onsHbix CCJ. Opnako y
ATOW TPyNmbl TMAIMEHTOB HE HAOMI0JANOCh KaKUX-THOO MO3UTHBHBIX BIWSHUN
mukiodochamua Ha MOP(OTOTHUECKYHO CTPYKTYPY MHUKPOIUPKYISATOPHOTO
pycia (mpu KanmuuIIpOoCKOnu OHK ObLIH HeoOpaTuMbiMu; P=0.28). YuurteiBas, 4ro
B HAIllleM WCCJIEeIOBAaHUU OOJbIIas YacTh MAlMEHTOB HMeENa KIMHHYECKH
ouepucHHyI0 ¢dopMy 3a00JeBaHHSA C JUIUTEIBHOCTBIO Oojiee 2 JIeT, MOXKHO
NPENONIOKUTh, YTO MpOrpaMMHas Tepanus IukiodochamMuioMm mpu HadaIbHBIX
cramusix CCJl OyaeT okas3plBaTh TOJOKUTEIBHOE BIMSHUE Ha TMOPAKCHUE
MUKPOIMPKYISTOPHOTO pycia 10 GOopMUPOBaHUS HEOOpPATUMBIX M3MEHEHM. Tak,
B IMPOBEJCHHOM HCCIEIOBAHUU MPOAOJDKUTENHOCT paHHed craguu CCJJ
paznuyanack B 3aBUCUMOCTH OT KIMHHUYECKOW (OpMbl 3a00JieBaHUS W
BapbUpoOBajach B mpeaenax 6 Mmecsmes mpu auddy3Hol Gopme u mopsaka 3 ner
npu aumutupoBaHHoi popme CCJI. AHanu3 KIMHUYECKOM KapTHHBI HAYaJbHOU
cTaguu 3a00JieBaHUS TOKa3bIBaeT paznuuus naedrota 3tux AByx (popm CCJ u

MO3BOJIIET IPOTHO3MPOBATH XapaKTep €€ TEUeHHs ele JI0 pPa3BEepPHYTOro
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CUMIITOMOKOMILJIEKCA. ~ AKTUBallMsi MMMYHHOTO  BOCMajieHUs B  Je0roTe
3a00seBaHusl, NPOSBISIONIASACA B TOM YHCIIE MOPAKEHUEM MUKPOLUPKYIATOPHOTO
pycia, 0o0OCHOBBIBAET HEOOXOJMMOCTh PaHHEH MMMYHOCYNPECCUBHON Teparuu.
O4eBUAHO, YTO JieueHUE OOIBHBIX TOJKHO OBITh paHHUM U JU(dHepeHIUPOBAHHBIM
B 3aBucuMoctu OoT ¢opmbl CCJ[ M MakCUMalbHO aKTUBHBIM Tpu nuddy3Hon
dopwme. [IpuHnUNHAIBHO BaXKHO, 4TOOBI HA paHHel ctaauu CCJ] MOKHO OBbLIO ObI
OTIPENICNIUTh XapaKTep €€ TEUCHHs] U BO3MOXKHBIA TMPOTHO3, OIpPEACIISIIONINN
aJIeKBaTHBIM BBIOOP MAaTOreHEeTHYECKOW Tepanuu. lIpensokeHHbE B JIAaHHOM
UCCJIEIOBAaHUU TOAXOAbl K AuddepeHInaTbHON TUArHOCTUKE Pa3uyHbIX (HopMm
CCA wu wux nporHody OOOCHOBBIBAET MPUMEHEHHE  IMYJIbC-TEpaIuu
nukiodochamMu oM NMpy HapacTaHUU AKTUBHOCTHU JIAHHOTO 3a00JIeBaHUS, HATMYNU
MOPAKECHUS KOXKH U JICTKUX.

Taxkum oOpaszom, dactora KomMopOuAHOW matojoruu, a umeHHo MbC, npu
CCJl okazanmach CYIIECTBEHHO HHXe, 4eM B rpymme O0oiabHBIX PA u OA,
COTIOCTaBUMOMW C TPYIIIONW JIepMaTo/TIOJIMMHUO3UTa U BhIlIe, yeMm B rpymme WJIT.
Pacnpocrpanennocts I'b u CJI 2 tuna y 6onpHbix CCJl Obuta MEHBINE, YeM BO
BCEX IPYINAaxX CPaBHEHUs, B TO BPEMs Kak OCTpble cocyaucTblie HapymeHus (ONM,
OHMK B anamue3e) BcTpewanuch vame B rpymne CCJ, wemM B rpynmax
cpaBHeHus. [Ipu cpaBHeHUN ABYX (popm cucteMHOi ckiaepoaepmun, yactota UbC,
I'b u OHMK oka3anach CyIIECTBEHHO BBIIIE y MAUKUEHTOB C JIMMUTUPOBAHHOMN
dopmoii, wem B Trpynne OompHBIX auddy3Hont dopmoir CCJI. CormacHo
Pa3IUYHBIM TMPONOPLHAM [MAPAMETPOB CKIEPOAECPMHUUYECKOIO MATTEPHA Y BCEX
6onpHbIX CCJ] OBUTO BBIAEICHO HAIMYHUE OJHOTO M3 TPEX OCHOBHBIX MATTEPHOB:
"panHuil", "akTUBHBIN" U "TO3NHUI", 2 COOTHOILIIEHUE ATUX NATTEPHOB COCTABUIIO
10, 45 u 45 % cooTBeTcTBeHHO. BhIcOKasi crennpuyHOCTh U YyBCTBUTEIHLHOCTH
MEeToAa KAaNWILISPOCKONMUA HOT'TEBOTO JIOXKA, €r0 acCOLHMalUs C OMpe/IeICHHBIMU
KIMHUYECKUMHU TIPOSIBICHUSIMU, MapKepaMu JHAOTEIHATBLHON JUCHYHKIIUA U
LIUTOKMHAMU MO3BOJISIIOT UCIIOJIB30BATh €r0 Kak MHCTPYMEHT paHHEH JTUarHOCTUKHU
cungpoma Peitno B pamkax nedrora CCJI, mporaHo3upoBaHus MOpakxeHUsi OpraHoB U

CHCTEM, a TaK)K€ TEUCHHUs 3a00JIeBaHUS U OLECHKH 3()PEKTUBHOCTH MPOBOIUMOM
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Tepanuu. [IpoBomumas HMMMYyHOCYNpPECCHUBHAs Tepamus, IpUMEHsIeMas B
koMIuiekcHoM Tepanuu CCJl, TOPMO3HUT NMPOrpeECCUPOBAHUE MOPAKEHUSI KOKU U
JETKAX, YMEHBIIAECT TPOSABIECHUS CUHApoMa PelHO, HO HE OKa3bIBacT

CYILIECTBEHHOI'O BIMSHUSA HA CTPYKTYPY MUKPOLMPKYJIATOPHOTO PyclIa.
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BbIBO/IbI

VY mnamuentoB ¢ aumutupoBaHHOW (opmoit CCJ] wactora KOMOpOMIHOM
natojnoruu, Bxitovatouieit UbC, I'b u OHMK, Goinee uem B 2 pa3a npeBbIlIaeT
4acTOTy JAaHHbIX 3a0oneBanuil npu nudoysnoit popme CCJ. Ilpu sTom
mumutupoBanHas ¢popma CCJl mpotekaeT ¢ 6oJiee BbIpaXEHHON aHTHONaTUEN
U LUPKYJISATOPHBIMU HAPYLIECHUSMHU.

[Mpu tuddyzuoit popme CCJI uactoe BoisiBacHUE anTHTEN K SCI-70 codyeraeTcs
C BBIPAKEHHBIMU TIOPAKEHUSIMU KOXXHBIX IOKPOBOB, WHTEPCTUIMATbHBIM
nHEBMOGUOPO30M, HApYUICHUSIMU  pUTMA, MOPAKEHUSIMH  KEITYJOYHO-
KUIIEYHOI'0 TPaKTa B BUJE aucharuu u 330(paruta, a Tak’ke BHICOKUM YPOBHEM
NT-proBNP.

[Tpu mumutupoBannoit popme CCJl vame onpenensitorcs antutena k CENP-A
u CENP-B, a Taxxe mepukapaut, KaablU(PUKATHl PA3IMYHON JIOKAJIHU3AIIUH,
TEJICAHTMOAKTa3UU U JUTUTAIbHBIN apTEPUUT C HEKPOTUYECKUMHU SI3BaMU.

[Tpu cucremuoit ckneponepmun y 10 % nanueHToB BBISBISETCS pAHHUN MTATTEPH,
XapaKTEPU3YIOUIUIICS HAJIWYUMEM TOMOI€HHO PACIIMPEHHBIX KaWUIIPHBIX
nerenb, y 45% OOJIbHBIX TUArHOCTUPYETCS aKTUBHBIN MAaTTEPH, IPU KOTOPOM Ha
dboHE pacHIMpPEeHHBIX KaNWUISIPOB  BBISBISIIOTCS ~ MHUKPOTEMOpparuv
aBaCKyJISIpHbIE Y4acTKU U B 45% ciyuaeB onpenensieTcs «Io3QHUID NaTTepH,
IUI1 KOTOPOr0 XapaKTEPHO COKpALICHHE YHCia KalWUIAPHBIX IETENb, HAJIU4Ne
OOJIBIINX aBACKYJSPHBIX 00JAacTell U KOMIIEHCATOPHOIO HEOAHTMOT€HE3a B BUJIE
XA0THUYHBIX pa3pacTaHUi KaluJUIIPOB.

CornacHo JaHHBIM  KamWUISIpocKomuM — akTuBHbIA matrepH npu CCJI
aCCOLMMPOBAH C MOPAXKEHUEM JIETKUX MO THUILYy «COTOBOT'O JIETKOI'O», a TaKXkKe
ypoBHeM AJIMA u ®HO-q, a no31HUI TAaTTEpH UMEET KOPPESLIUOHHBIE CBA3U
C pa3BUTUEM JUTMTAIBHBIX $3B, BBIPAKEHHOCTHIO CKJIEPOJAKTUINH, HATUUYUEM
JIAT u 3nauenusmu NT-proBNP , IL-2, IL-6, IL-7, IL-10, gmCSF u MCP-1.
[IpoBenenne  mammentam ¢ CCJl  nporpaMMHOW  IyJibC-TE€panuu

nukinodochamuiom B COYETaHUU c TIFOKOKOPTUKOCTEPOUIAMU
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CONPOBOXKJAETCSI YMEHBIICHHEM IUIOTHOCTH M OTE€Ka KOXKHBIX MOKPOBOB,
MPOSIBIICHUSAMU CHUHApOMa PelHO, MHTEPCTULIMATBHBIX U3MEHECHUIN B JIETKUX U
CHIDKCHUEM YPOBHSI JAaBJICHHS B JIETOYHOW apTEpUM, a TAKXKE OMABIINIKA H
CyCTaBHOTrO cuHapoMa. [Ipu 3TOM [aHHBIA BHUJ TEpanuud HE OKa3bIBAET

3HAaYUMOI'0 BJIHUAHHA HA MOpCI)OJ'IOFI/I‘leCKI/IC HN3MCHCHHA MHUKPOLHUPKYIATOPHOI'O

pycna.
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NPAKTUYECKHUE PEKOMEH/JALIUU

Kanumnsipockonusi HOTTEBOTO JI0Ka MOXKET OBITh PEKOMEHJIOBaHA MpPH
obcnenoBannu 60nbHBIX ¢ mojo3peHueM Ha CCJ] B CBsI3U C €€ BBICOKOM
YYBCTBUTEJIBHOCTHIO M CHEUU(PUYHOCTHIO, COCTABJISIONIEH COOTBETCTBEHHO
89% u 100 % mnpu numutupoBanHoit ¢opme um 100% u 100% - mpu
muddy3noit dopme cuctemHout ckiepoaepmun. Ocoboe 3HaUYEHUE OHaA
npuoOperaeT y TNAlUEHTOB 0€3 TMPU3HAKOB KIMHUYECKU BBIPAKEHHBIX
U3MEHEHUH CO  CTOPOHBI  KOXHBIX  TMOKPOBOB  (CKJIEpOAAKTHIIUS,
TEJICAHTUOAKTA3UM) W OPraHHBIX MOPaXEHUW, HO C MPU3HAKAMHU TOJBKO
OJHOr0 cCHUHApOMa PeiiHo.

XapakTepHble KOMOWHAIIMM HM3MEHEHUH MUKPOIUPKYISATOPHOTO pycia
(pacmiupeHrue U «IOTeps» KammuIIpOB, MHUKPOTEMOPpPArvu, aBaCKYJSIpPHbIC
YYaCTKH, HEOBACKYJSIpU3allMsl), CKJIAAbIBAIOIIAECS B MAaTOTHOMOHUYHbBIE
naTTepHbl («PaHHUW», «AKTUBHBIN» M «IO3IHUNY»), BBISBISIOTCS 10 BCEM
MOJISIM 3PEHHUS] HOTTEBBIX JIOXK MPEUMYIIECTBEHHO Y OOJIbHBIX CHUCTEMHOM
CKJIEPOJACPMHUEN.

BrisaBisieMblie npu KaWJUIIPOCKOITUU €AUHUYHBIC WU3MEHEHHUS
MUKPOLUUPKYJIATOPHOTO pycia (paclIMpeHUe KanWUIApOB, MAaTOJIOrHYecKas
U3BUTOCTh), BCTPEYAIONIMECS Y MAlUEHTOB C PEBMATOUIHBIM apTPUTOM,
OCTEOapPTPUTOM, JIEPMATO/TMIOIMMUOZUTOM, HWIUOMATHUYECKOW  JIETOYHOM
TUNIEPTEH3UEN U HE CKJIaJbIBAIOIIMECS B XapaKTEPHbIE MATOTHOMOHUYHBIE
NaTTEPHbI, HE SBIAIOTCA KIMHUYECKHM 3HAYMMBIMU W HE JIOJDKHBI
paccMaTpuBaThCs KAaK MPOSIBIEHUS] BTOPUYHOIO CUHIpoMa PeliHo.

TpeOyercs nuHaMuUYecKoe  HAOIIOJCHWE  MAIMEHTOB C  CHCTEMHOM
CKIIEPOJCPMHUEH I OIEHKH TEUCHUS KOMOPOUTHON MATOJIOTUN U YTOUHCHHUS

YaCTOTHI €€ BCTPCYACMOCTH.
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CIIUCOK COKPAILIEHUM
ALl - apTepUaIbHOE aBJICHUE
AIIMA - ACCUMETPUYHBIN AUMETUIIaPTUHUH
AHA - AHTUHYKJICApHbIE aHTUTENA
AH® - aHTUHYKJIEapHbIN (hakTOp
AllD - aHTMOTEH3UHITPEBPAILAIOIINI epMEHT
APA - AMepuKaHCKasi peBMaTOJIOTUYECKas aCCOLUAIUS
AC - aTEepPOCKIEPO3
ATA - QHTUTENA K TOIIOU30MEPA3e
AT1-PHK - anturena Kk PHK-nmonmumepase
ALTA - AaHTUTEJIA K LIEHTpOMEpaM
BAIJI - OPOHXO0AJIbBEOJISIPHBIN JTaBaXK
BPA - OJIOKaTOPHI PEIENITOPOB AHTUOTCH3UHA
nCC/ - nuddy3Has hpopmMa CUCTEMHOM CKIEPOICPMUM
I'b - TUTIEpTOHUYECKas 00JIe3Hb
I'KC - TJIFOKOKOPTUKOUbI
KEJI - J)KU3HEHHAs1 EMKOCTb JIETKUX
KKT - )KEITyJOYHO-KUIIICUYHBIN TPAKT
uAllD - THTUOUTOPBI AHTHOTEH3UH-TIPEBpaIaoNIero pepMeHTa
HUBC - HIIeMHUYecKasi 00JIe3Hb cep/alla
nJIr - UIMOTIATUYECKAsl JIETOYHAs TUIIEPTECH3US
UMT - UHJIEKC MacChl Teja
u®HO-a - UHTUOUTOP (haKTOpa HEKPO3a OMyX0iIu anbda
K10 - KOHCYHBIH TUACTOIMYCCKUN 00BhEM
KM OCA - KOMIUIEKC HHTHMa-Meua o0IIeil COHHOM apTepuun
KHJI - KaWJUIAPOCKOIIUS HOTTEBOTO JIOXKA
KCO - KOHEYHBIM CUCTOJIMYECKUN 00beM
KT - KOMIIBIOTEpHAsi ToMOrpadusi OpraHoB rPyAHON KIETKU

JIAT - JIETOYHAas1 apTepUAIIbHAS TUIIEPTEH3US
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- JIEBBIM XKEIyN0YEK
- JINONPOTEUHBI BBICOKOU MJIOTHOCTH
- JINONPOTEUHBI HU3KOU MIJIOTHOCTHU
- IMMUTHPOBaHHAs (popMa CUCTEMHOM CKIIEPOACPMUU
- MUHHUCTEPCTBO 3ApaBooxpaHeHus Poccurickon Penepanuu
- MOJIUPUITMPOBAHHBIN KOXKHBIN cueT PogHaHa
- MUKO(eHo1aTa MOPETHII
- MarHUTHO-PE30HAHCHAs1 TOMOTpadus
- MYJIbTUCTIPAJIbHAS KOMITbIOTEpHAsI TOMOTpadust
- MUKPOIIUPKYISATOPHOE PYCIIO
- OCTE0ApPTPUT
- 00bE€M (hOpPCHPOBAHHOTO BBIIOXA 3a MEPBYIO CEKYHIY MaHEBpa
dbopcupOBaHHOTO BHIOXA.
- 0AHO(DOTOHHASI IMUCCUOHHASI KOMIIBIOTEpHAs ToMorpadus
- HUTpaT-3aBUCHMasl Ba30AUIsITalUs
- IOTOK-3aBUCHMAs Ba30AWIISITAlUs
- P€BMaTOWIHBIN apTPUT
- p€aKTUBHAs TUIIEPEMUS
- peBMaTOMIHBIN (haKkTOp
- caxapHbIi AuadeT
- cMelIaHHOE 3a00J1€BaHUE COCIMHUTENIBHOM TKaH!
- CKOPOCTh KITyOOUKOBOW (hUIIbTpaIiuu
- CKOPOCTb OCEJIaHUsI SPUTPOLUTOB
- CKJICPOAEPMHUYECKAN TOYEUHBIN KPU3
- C-peakTUBHBIN OEIIOK
- CKOPOCTb PaclpOCTPAHEHHUSI ITyJIbCOBOW BOJIHBI
- CUCTEMHas CKJIEPOAECPMUS
- CEpIEYHO-COCYUCTast CUCTEMA
- TPUKYCIIHAAJIbHAs HEJOCTATOYHOCTD

- yIbTpa3BykoBas jomnmeporpadus opaxuouedanbHbIX apTepuit



OB
YbC
qIIC
9BM
BK
DKT
OMII
OMT
OT-1
SIIM
OXOKT
ACR
BAFF
CTGF
DLCO
EULAR
HAQ
gCSF
ICAM-1
IFN-y
19G

IL
MCP-1
NO
NOS
NTproBNP
PDGF
TGF-p
THY-1
TNF
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- (ppakums BeIOpoOCa
- ynco O0JE3HEHHBIX CYCTAaBOB
- YHCIIO MPUMYXIIUX CYCTaBOB
- 3JIEKTPOHHO-BBIYUCIUTEIbHAS MALIMHA
- SHJOTENUATbHBIE KIIETKU
- BJIeKTpoKapauorpadus
- SHJ0TENUATbHO-ME3EeHXUMAJIbHBIN NTEpeXo
- SMUTENNAIBHO-ME3eHXUMaJIbHAsl TpaHchopMalus
- oHIoTennH-1
- DKCTPALICJUTIOISPHBIA MaTPUKC
- aXoKapuorpadus
- Amepukanckas Komerus no Pesmaronoruu
- KiIeTku B -akTtuBupyromiero gpakropa
- (pakTOp pocTa COENMHUTETHLHON TKAHU
- nuddy3uoHHAS] CTOCOOHOCTD JIETKUX
- EBponeiickas aHTupeBMaTuyecKas Jiura
- OIIPOCHUK OLIEHKH 37J0POBbSA
- KOJIOHHECTUMYTUPYIOINA (PaKTOp rpaHyIONHUTOB
- MOJIEKYJIa MEKKJIETOYHOM aare3uu- 1
- uHTep(PEpPOH ramMma
- UMMyHOTTIO0YTHH G
- UHTEPJICMKUH
- 0eJI0K XeMOoaTTPaKIIU MOHOIIMTOB- 1
- OKCH/JI a30Ta
- OKCHJIa30T-CUHTETa3a
- MO3rOBOM HATPUNYPETUUECKUN MENTHT
- TpoMOOIIUTapHBIN (HaKTOp pocTa
- TpaHcopMUpYIOIIHI pocTOBOM (hakTop OeTa
- aHTUreH IuddhepeHInpoOBKU TUMOIUTOB -1

- (pakTOp HEKPO3a OMyXOJHU
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sVCAM-1 - MOJIEKYJIa aJIre3UH COCYUCTOTO SHA0TENMs - 1
VCAM-1 - COCYJIMCTasi MOJIEKYJIa KJIIETOUHOM aare3uu-1

VEGF - (pakTOp pocTa cCOCyA0B PHAOTETUS
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