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B npeacraBieHHOV CcTaTbe 0rnmcaHo TPy KIIMHUYECKUX CI1yqasi AnarHOCTUKU
CUCTEMHOV CKIIEPOAEPMUM M 3/710KAYECTBEHHbLIX HOBOOOPa30BaHiA, a Tak-
)K€ MPOBEAEH aHaIn3 COCYLLIECTBOBAHUSI CUCTEMHOW CK1epoaePMUN, na-
pPaHeonnacTN4eCckux Peakumi n 3/10ka4eCTBEHHbIX Oryxosien. IMMyHHbIe
peakumu, y4acTBYOLLUNE B IATOreHE3e CUCTEMHOV CK1EPOAEPMUN, MOTYT
006yC10B/IMBaTh Pa3BUTUE OHKOJIOMMYECKOM NaToa0rum; noaToMmy naym-
EeHTbI C hakTopamu prucka aToro 3aboneBaHusi TPEOYIOT TLLAaTE/IbHOro Ha-
6110A6eHMs1 3@ BO3MOXHbBIM HEOnacTundeckum ripoueccom. C apyrovi cto-
[POHbI, CUMIMTOMbI CUCTEMHOIO CK/1ep03a MOryT ObiTb MAacKoW pasinyHbIX
BUAOB 3/10Ka4€CTBEHHbIX HOBOOOpPa3oBaHuii. AudpepeHunaums Mmexay
uanonaTn4eckon popMori CUCTEMHOM CKI1IepOAEePMUM, CKIIepoaePMOrio-
Z00HbIM NnapaHeonaacTM4eCckM CUHAPOMOM Y Pa3BUTNEM paka Ha poHe
ayTOUMMYHHOU NaTo/10rnu Bbi3biBAET MHOXECTBO TPYAHOCTeN. B nepsom
OMMCaHHOM K/TMHUYECKOM CJlyHae Obli YCTaHOBIEH ANArHO3 «uanonaTu-
yeckasi CUCTeEMHasi CKJiepoaepMusi» y NaLmMeHTKM MOXnI0ro Bo3pacrta. He-
CMOTPS Ha ryOOoKui ANarHOCTUYECKME MOUCK U HETUIMNYHOE Te4YeHne 60-
J1Ie3HM 3/10Ka4eCcTBEeHHOe HOBOOBpa3oBaHume He Obl/1o BbiSiB/IeHO. Bo BTopom
c/lyqae ckiiepoaepMoriofobHbIV napaHeoniacTUdeckmnii CUHAPOM Aebr-
TUpoBaJl Ha (POHE KOJIOPEKTAIbHOIO paka v oriepexa’sl ero rno KjinmHu4e-
CKUM rPOSIBJIEHUSIM. B TpETbeM KJIMHNYECKOM CJlydae OrnmcaHo pasButue
HEXOLKKNHCKOU INMPOMbI Ha pOHE TeYeHVSs NePBUYHOL CUCTEMHOV CKJ1e-
poaepmun. Kpome Toro, B 3TOM CTaThe rpPeAcTaBaeH aHaan3 AnpoepeH-
LmasbHbIX ANarHOCTUYECKMX MPoLeayp, KOTOPbIe Oblv MPOBEeAEHb! U IPu-
BEeJIM K OKOHYaTE/IbHOMY ANarHo3y, YrIOMUHAIKTCS TUIbl 3/10KA4€CTBEHHbIX
HOBOOBPAa30BaHWIA, aCCOLMNPYIOLLIMECS] C CUCTEMHbIM CK/IePO30M, Npea-
s1laraeTcs anaropuTM HabogeHVs NauneHTOoB AJ151 PAHHEr O BbisIBJIEHWS OH-
KoJsioru4eckov natosioruu. lNaumneHTbl C CUCTEMHOV CKIIepoaepMueri, 0co-
6eHHO cTapLuero Bo3pacrTa, rpuv BbICOKOV akTUBHOCTM 3abosieBaHusl, Obl-
CTPOMPOrPECCUPYIOLLIEM M aTUMTNYHOM TEYEHUN, BbICOKOM TUTPE aHTUTES
K @yToaHTUTe1IaM, HETUMNYHOM KarnussisipoCKONM4eCcKov KapTUHE LOJIKHbI
ObITb NOABEPXEHbI 6os1ee TiaTe/IbHOMY ANArHOCTUHECKOMY MOUCKY U KOH-
TPOJIIO 10 [M0BOAY OHKOJIOrM4EeCKOoV naTos1orum, 0Co6eHHo ecsin y 60s1bHO-
ro nNposiBAISIKOTCS MPU3HaKM 1 CUMITOMbI 0O0MX COCTOSIHUIA.

CuctemMHas cknepoaepmms (NPOrpeccupytoLmin
cucTeMHbin cknepos) (CCL) — cTtagminHo npoTteka-
oLee nonmopraHHoe 3abosieBaHNE C XapaKTePHbI-
MM BasocnacTtn4eCKMMmn cocygncTbiMn peakumnamm
no Tuny cuHapoma PenHo 1 o6nmTepupytoLLen Backy-
nonaTtmen ¢ uwemMmn4ecKknmmn HapyLweHnamm, npum Ko-
TOPOM PasBMBAIOTCA Crieumduryeckme ayToOMMMYHHbIE
paccTpoincTBa, CONPOBOXAAIOWMNECS aKTUBALMEN

drnbpo3006pas3oBaHNs N N3OLITOYHLIM OTNOXEHUEM
KonnareHa B TKaHgax [5, 41].

KnuHuyeckne n natonormyeckne NposiBieHns 3a-
6oneBaHus ABASIOTCS PE3YbTaTOM TPEX pasinNyHbIX
npoueccoB: 1) HapyweHns paboTbl BPOXAEHHOMO
1 NPMOBPETEHHOrO 3BEHbEB UMMYHHOW CUCTEMBI,
npuBoAsALIME K @aHOMANMSIM F'yMOpPasbHOro (npous-
BOJCTBO ayTOQHTUTEJST) U KIETOYHOIO UMMYHUTETOB;
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ornan NITEPATYPMU

2) dpnbponponudepatnBHasa BackynonaTms cocynoB
Manoro kanubpa; 3) anchyHkumsa mnbpobdnacTos,
npuBoAsLLAs K U30bITOYHOMY HAKOMEHMIO konnare-
Ha 1 Opyrux MaTpPUKCHbIX KOMMOHEHTOB B KOXE, KPO-
BEHOCHbIX COCyAax M BHYTPEHHUX opraHax [28, 60].
BoBneyeHne B naTtonorn4yeckum npoLecc BHy-
TPEHHUX OPraHOB ABMASETCA NUANPYIOLLEN NPUYNHON
CMEPTU 3TUX MNALMEHTOB. JleroyHbli Gubpos (MHTep-
cTvumanbHoe 3abonesaHne nerkmx (M311)) n neroy-
Hasa apTepuanbHasa rmnepTeH3ns NpuBoasaT Kk 6onee
yeM 50% npuunH cmepteit npu CCL, [26]. CkopocCTb
NporpeccnpoBaHns BUCLEPUTOB NPU PA3HbIX KINHU-
yeckmx popmax pasnmyHa 1 onpenensier nporHos.
Kpome Toro, nporHo3 CC/], BapbMpyeT B 3aBUCUMO-
CTV OT OBLUMPHOCTU N IOKAN3aLMM MOPAKEHNS KOXU.
Taknm ob6pasom, pasnmyatoT Tpu nogTuna CCL: nu-
MUTMPOBAHHAsA KOXHasa popma, Anddy3Hasa KoxHas
CCA n CC[, 6e3 nopaxeHus koxu [41]. AndpdepeH-
unanbHbIN gMarH03 AMMUTUPOBAHHON N Andy3HON

dopmMbl NpeacTasneH B Tabn. 1.
Tabnuua 1

OuddepeHumanbHblii AUardo3 numuTupoBaHHoii (JI®-CCA)
n pud dy3Hoii popm cuctemuoi cknepoaepmum (4P-CCA)

Tabnuua 2
Knaccudpukaumonnoie kputepum ACR/EULAR (2013) CCJh

MapameTpbl BapuaHTbl npusaHakoBs Bannbi
1. YnnotHeHune v yTonweHne Koxu 9
06eunx pyK BbiLLe MSCTHO-panaHro-
BbIX cycTaBoB ([1PC)

2. YNNOTHEeHWe 1 YTONLLEHNE KOXK + OTek nanbLes 2
nanblLies + Bce nanbupl gucrans- 4
Hee N®C

3. AurutanbHas niemms + 93B0OYKM 2
+ Py6uuku S

4. TeneaHrnakrasum 2

5. Kanunnspockonuyeckue name- 2

HEeHNS

6. Jlerounas aptepuanbHas runep- 2

TeH3us u/unm U3

7. ®eHomeH PeiiHo 3

8. CneunduyHbie ayToaHTUTENA 3

(aHTn-Scl-70, aHTMLLEHTPOMEPHbIE,
k RNA-nonumepase )

Opranbi-

- Nno-ccp A®-cca

Koxa YTONnweHne KoXn npouc- YTOnLLEHME KOXM NPOMCXO-
XOAMT HA MO3LHUX CTaAM- [VT Ha PaHHUX CTapusix 60-
X 6011€3HM, OrpaHNYEHO Ne3HU, pacnpocTpaHseTcs
IOMCTaNbHOI YacTblO BEPX- Ha NPOKCMMAJIbHYIO 4aCTb KO-
HUX N HUXHUX KOHEYHOCTEN, HEYHOCTEN 1 Tynosuwa. Te-
AnLA, Wen 1 BepXHEN Ya- NEaHrnaKTa3mm n KanbLyUHO3
CTW FPYAHON KNETKM. YacTbl-  SABASIOTCS NO3LHAMM NPO-
MU MPOSIBNEHNSIMU SIBASIIOT-  SIBNIEHUS
€S TENEAHTNIKTa3MMN 1 Kanb-
LIMHO3

XenynoyHo-  AMCOYHKUMIO NneBoaa Bbl-  [JUCHYHKLMIO NULLEBOAA Bbl-

KVLWEYHbIA  SIBNSIOT Yallle, YeM BOBEYe-  SIBNSIKOT peako; 6onee xapak-

TpakT HWE TOACTOrO M TOHKOTO K- TEPHO BOBNIEYEHME TONCTOr0
LIeYHNKa 11 TOHKOTO KMLIEYHMKA

JNerkue JlerouHblil pubpo3 BoigBNSeT- JleroyHslii pubpo3 bonee xa-
CSl PEXE U MEHEE BbIDAXEH.  PAKTEPEH U BbIPAXEH 3HAYU-
Bonee xapakTepHa neroyHas  TenbHO. JleroyHas runepreH-
rUNepTeH3us Pa3HOM CTENEHN 31st MEHEE XapakTepHa
BbIPAXEHHOCTM

MMouku MoyeuHblit cknepofepmuye-  MoyeyHblit cknepofepmm-
CKWii KpU3 He xapakTepeH 4eCkuil Kpu3 0TMeYaeT-

€1 4acTo
AntuTena  XapaktepHbl aHTULEHTpoMep- Hambonee yacTo oTMeyatoT-

Hble aHTuTena (ACA)

€Sl aHTMTENa K TONou3omepa-
3e | AHK (Anti-Scl-70). Xa-
pakTepHbl TaKXe aHTUTena

k PHK nonumepase Il (Anti-
RNA polymerase)

YyuntbiBas HEeOAHOPOAHOCTb KJIMHNYECKUX CUM-

NTOMOB U MPU3HAKOB, FrETEPOreHHOCTb AEBIOTHBIX
dopm CCL, AMepurKaHcKas Konerns peemMaTonoros
n EBponeiickasa npotmBopeBmaTuyeckas nura (ACR/
EULAR) coBmecTHO pa3dpaboTann HoBble knaccudu-
KaLMOHHble kpuTepun CCL, (Tabn. 2), no3sonsiowme
yCTaHaBAMBaTb AOCTOBEPHbI AnarHo3 Ha ntoboin cTa-
Oumn 3aboneBaHns, naxe npu oTCyTCTBUM YNIOTHEHNS
KOXmn [29, 571].

MauwveHTbl, Habupawwme B cymme >9 6annos,
KnaccmpuunpyoTCcs Kak MMeoLmne JOCTOBEPHYIO
(definite) CCL. YyBCTBUTENBHOCTb HOBbIX KDUTEPUEB
coctasuna 91% u cneumdunyHocTe — 92%.

OpHako xapakTepHble KnnHuydeckne npuaHaku CCL,
MOFYT MacKMpoBaTb OHKOMOrnyeckne 3aboneBaHus,
a napaHeonaacTU4YeCKNin NPoLEeCC, B CBOIO OYepeapb,
mackupyetcs cumntomamm CCL.

CocyLiecTBOBaHME PEBMATMHYECKNX M HEOMIACTU-
YeCKMX NPOoLECCOoB LUIMPOKO anckyTupyetcs. ObLens-
BECTHO, 4TO XPOHNYECKOE TEeYEHME PEBMATUYECKNX 3a-
6oneBaHuii (cuHapom LLlerpeHa, cMcTeMHbIl Ckepos,
pPEBMATOUAHBIN apTPUT, CUCTEMHAS KpacHasa BONYaH-
Ka, 0epMaToOMUO3UT) MYTEM UMMYHOJIOTMYECKOWN CTU-
MYASILMN MOXET CNocobCTBOBaTb KaHLLEpPOreHesy.
"eHeTMyeckne GakTopbl OKpyXatloLer cpefbl (BUpY-
Cbl, XMMMYECKME BELLLECTBA, pagnauus) M USBMEHEHUS
VIMMYHOJI0MMY4€CKOro KOHTPONS MOTyT ObITb MPUYMHOMN
KaK peBMaTUYeCckmx, Tak 1 napaHeonnacTM4ecknx Ha-
pyweHun [2, 14].

MapaHeonnacTM4eCKMin CUHAPOM — 3TO CUMIMTO-
Mbl I COBOKYMHOCTb CMMMNTOMOB, KOTOPbIE AABJISI-
I0TCS BTOPUYHBIMU MO OTHOLWIEHUIO K MEPBUYHOMY
OHKOJIOFMYECKOMY MPOUECCY. DTN CUMMTOMbI MO-
ryT OblTb Bbi3BaHbl BELLECTBAMMU, CEKPETUPYEMBIMU
OnyxoJiblo (rOpMOHaMU N ApPYrumMm BUoNormyeckmn
aKTUBHbIMM BELLLECTBaMM) Unm 0OYyCNOBJIEHbI peak-
LUNEN MMMYHHOW CUCTEMbI HA OMYXOJIEBbIE KIETKMN
(ayTOMMMYHHble peakunn, obpasoBaHNE UMMYH-
HbIX KOMMJIEKCOB, CYNPeccus UMMYHHO CUCTEMBI),
4YTO BOBJIEKAET B NATOJIOrMYECKUN NPOLLEeCC pas-
JINYHbIE OpPraHbl U CUCTEMbI, PACMONIOXEHHbIE AUC-
TaAHTHO OT MEPBUYHOro o4ara unm metactason [1].
MexaHnam hopmMmnpoBaHMa napaHeonnacTU4eCcKo-
ro CMHOpoOMa CBSA3aH C OMyXOJIEBbBIMY aHTUTEHAMMU,
Ha NOsIBIEHNE KOTOPbIX MMMYHHAs CUCTEMA YENo-
Beka pearnmpyet o6pa3oBaHMEM ayTOAHTUTEN, B TOM
yucne aHTUTEen K ToONou3oMepase N aHTUHyKeap-
HbIX aHTUTeN. B HacTosLee BpeMs N3BECTHO Bonee
400 TMNOB Taknx aHTUreHoB [43].

B nutepatype eCTb MHOXECTBO COOBLLEHWI O CO-
CyLLECTBOBaHMM HOBOOGPA30BaHWI U NapaHeonia-
CTUYECKMX PEBMATUHECKNX CUHOPOMOB, TakMX Kak
0EepMaToMMO3UT N NONNMNO3UT, pEBMATMYECKAS
MOIMMUNANTNS, 303NHODUITbHBIN pacunT, y3eskoBas
aputemMa, cuHapom LlerpeHa ¢ MOHOKJIOHANbLHOM
rammMmanaTtmen, CTeponaope3nNCTEHTHLIN NeNKoun-
TOKACTUYECKUI BACKYIUT, aCUMMETPUYHBIA apTPUT
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y nofen NnoXmnoro so3pacrta, apTpPUT C MOHOKO-
HanbHOW rammanaTuei, 6onesHb CTunna y B3poc-
NbiX, aHTMHOCHONNNNAHBIN CUHOPOM, CMELLUaHHas
KpnornobynuHemus, peHomeH PeriHo n CCJ, [3, 4,
23, 24, 45, 46, 48].

C Apyron CTOPOHbI, HEKOTOPbIE XPOHUYECKNE
peBmaTunyeckme 3abosieBaHUs, Takme Kak peBma-
TOUOHBLIA apTpuT, cuHgpom Llerpena, nepmarto-
MUO3UT, BUCOYHbI apTEPUNT, CUCTEMHAA KpacHas
BonyaHka, CC/l, oTHOCATCA K NpeapakoBbIM COCTO-
aHuam [11, 12]. NpenpakoBoe COCTOAHNUE — 3TO
COCTOSIHME UM NMopaxeHne, KOTopoe npeapacno-
Jlaraet K pasBUTUIO 3J10KAYE€CTBEHHOM OMyX0u, No-
BbILLAET PUCK MaMUITHU3aLNN OTAENbHbIX TKAHEN
W1 OPraHoB, Y OAHUM N3 BaXXHbIX MEXAHU3MOB, CTU-
MYJIMPYIOLWMX E€r0 pas3BuTue, SBMASETCH akTuBauus
VMMYHHOW CUCTEMBI.

PeBmaTtunyeckme napaHeonnacTu4eckme CUH-
OPOMbl MOTYT BO3HMKATb HA (POHE OHKONOIMNYECKO-
ro 3aboneBaHuns, MOryT NPeALWECTBOBATbL ANArHO3Y
Ha 1-2 roga, NosBAATLCS OQHOBPEMEHHO C KJIMHU-
4YeCckMM NPOsIBIEHMEM OHKOJIOTMYEeCKOro npoLuecca
AN pa3BMBATbCS Yepel3 HEKOTOPOE BpeMs nocne
auarHoctupoBaHusa onyxonu [1, 3]. Hacto 6biBaeT
TPYAHO OTAINYNTb MapHeonnacTUyeCckme COCTOSHUS
OT NepPBMYHOro MaMonaTnYeckoro 3aboneBaHuns.
CunTtaeTcs, 4YTO HanM4ynMe nNapaHeonnacTU4eckoro
CUHAPOMA ABNSAETCH NPOrHOCTMYECKN HeGnaronpu-
ATHbIM COCTOAHMEM AN19 TeYEeHUS 3/10Ka4ECTBEHHOIO
HoBOOOpasoBaHmsa. OQHOBPEMEHHO C BbI3O0POBIEe-
HMEM cMMMTOMaTNKa peBMaTUYeCckoro 3abosieBaHuns
ncyesaeT, a ee NOBTOPHOE NOSIBIEHME MOXET yKa-
3blBaTb Ha peunams 3aboneBaHus.

MaTodnsnonornyeckmnini MexaHm3m ckiepoaep-
MOMNo[006HOro NnapaHeonnacTUYeckKoro CUHAPO-
ma (CIIC) nayyeH HepgocTtaToyHO. CornacHo ogHoMm
13 Teopui, nNpeanosiaraeTcd, 4To pakoBble KINeTKN
MOFYT MHAYLMPOBATb CUHTE3 BELWLECTBA, NHULUNPY-
iouero drnbpos KoOXM 1N BHYTPEeHHUX opraHos [50].
C opyron CTOPOHbI, MHOTME UCCNELOBAHUA NOA-
TBEPXAAloT, 4TO y nauneHToB ¢ CCL, ocobeHHO
B BO3pacTe cTapue 50 net, oTMeyaloT cTatuctmye-
ckn 6osee BbICOKUI pUCK pa3BuTusa paka [37, 52].
B0O3MOXHO, 4TO Yy NpeapacnonoXeHHbIX NaLnNeHTOB
MOTyT pa3BMBaTbCs ABE OTAENbHbIE 60NE3HU C aHa-
JIOTMYHBLIM NATOrEHHbIM MEXAHU3MOM.

MHOrO4YMCNEHHbIE UMMYHONOIMYECKNE peakumm
npn CCL, moryT cnocobcTBOBaTh Pa3BUTUIO MaJIAT-
HU3aUUKM pasnnyHbIX Tokanusaunii [35]. Tak, Bblcokme
KOHUEHTpauum npodndpoTnHeckmx UMTOKMHOB, y4a-
cTByloLwmx B natoreHede CC/l, Takme kak TpaHchop-
Mupytowmn daktop pocta (TGF)-B, MOXHO BbISBUTb
NMpuY HEKOTOPbIX PakoBbIX 3ab0sieBaHUSAX (HaNpUMep
pak MOJIOYHOW Xenesbl, AndHuKa, novek) [32]. Kak
CC/A, Tak n cknepoaepmMonogobHblie CUHAPOMbI MO-
ryT O6bITb MHNLUMNPOBAaHbI PasfnYyHbIMK GakTopamu,
BKJIOYaA TpUnTodaH, KPEMHUEBYIO Mblib, apoMaTnye-
cKMe yrnesogopoapl, anvdarnyeckme pactsopuTtenu,
XJIOPMPOBAaHHbIE YrEBOAOPOAbI, BUHUAXN0PUA, TPU-
XJIOPSTUNIEH, SNOKCUAHbIE CMOJIbI, KapOMaony, NeH-
Tas3oumH, kokanH, deHdbnypamuH, D-neHnymnnammH
1 MHorue gpyrue [55]. HekoTopble U3 BelWecTs, Ta-

ornan nNiTEPATYPU

KMe Kak opraHnyeckue pacTtBopuTenn, Moryt 0gHo-
BPEMEHHO ABAATLCSH HaKTOPOM PUCKa U HEOMNIACTU-
yeckoro 3abonesaHug, n CCL, Hanpumep CUINKO-
HOBbIE rpyaHble umnnanTathl [17]. Tak, B nonynsauum
KEHLUNH C CUIIMKOHOBLIMW FPYOHLIMU UMMIaHTaTa-
M1 06HaPYXXEHO MOBbILLEHME OTHOCUTESTILHOIO pUCKa
passutua CCA [10].

CyliecTByeT psg nccnenoBaHuii, B KOTOPbIX 13-
yyanu accoumaumio 310Ka4eCTBEHHbIX HOBOOOPa30-
BaHun n CC. B gpaTckom nccnenoBaHuUn U3 Haumo-
HanbHOro peectpa naumentTos c CC s 2000-2010 rr.
A.B. Olesen n coaBTopbl (2010) [39] BbIABUAN
222 cny4das paka y naumMeHTOB C NOATBEPXAEHHbLIM
nnarHosom CC/Ll B aHaMmHe3e B TeyeHue 1-2 nocnen-
HUX neT. B aTOM nccnegoBaHnm yCTaHOBJIEHO MOBbI-
LueHne cTaHOapTU30BaHHOIo kKoadppuumeHTa 3abo-
nesaemocTtu pakom (CK3P) go 1,5. MyXX4nHbl umenn
©osiee BbICOKMI ypOBEHb 3a00/IEBAEMOCTU PAKOM,
yeM XeHLWwmHbl: CK3P y myx4unH coctasun 2,2 (1,7-
2,8), ayxeHwmH — 1,3 (1,1-1,6).

Ewle ogHO KOropTHoe nccnepoBaHue Oblio npo-
BeneHo B Oro-3anagHon AHrnun. K. Siau n coaBTo-
pbl (2011) [54] nayvann Hann4yme 3n0Ka4E€CTBEHHbIX
HoBOOGpasoBaHuii y naumeHtoB ¢ CC/, 6a3mpysch
Ha pervoHanbHOW 6a3e JaHHbIX 34PaBOOXPAHEHUS.
MccneposaTtenu BbigBuAN 15 3n10ka4eCTBEHHBIX HO-
BooOpasoBaHuii y 68 naumentos ¢ CCL,. XoTta obuiee
ymcno cnyvae CCL Ob110 HU3KMM, aBTOPbI paccymTa-
JIN OTHOCUTENbHBIV puck paka — 3,15 (CK3P — 1,77-
5,20) 1 ycTaHoBWIM, 4TO Hanbonee 4YacTtas BbIsIBNEH-
Has 3510Ka4YeCcTBEeHHas naTonorus Gbina cBs3aHa ¢ rno-
paxeHnemM OpraHoB KPOBETBOPEHUS.

HepaBHue nccnepnoBaHnsa Takxe NMpPogeMOH-
CTpupoBanu, 4to nauueHTbl ¢ CCL n aytoaHTuTE-
namu Kk PHK-nonnmepase Il umeloT 60nee BbICOKMIA
PUCK pa3BUTUS paka B TeYeHMEe HECKOJbKUX JIeT Mno-
cne pebioTta ocHOBHOro 3abonesaHust. MoeHtndun-
UMPOBaHbl UBMEHEHUA B reHe, kogupytowem PHK-
nonumepaasy lll (POLR3A), n naumeHTbl ¢ comaTmnye-
ckmmn myTtaumamm B POLR3A nmetot cneumdpunyeckmne
MyTauum MIMMYHHOIo oTBeTa T-kneTok ¢ 06pa3oBaHu-
€M ayTOoaHTUTEN, NePeKpPeCcTHO pearnpytowmx ¢ PHK-
nonumepason lll [42, 53].

OTMETMM HEeCKOJIbKO MOMNYAALMOHHBLIX KOFOPTHbIX
MeTaaHann30B, Leflb KOTOPbIX — OLLeHKa pucka pas-
BUTUS MapaHeonaacTM4eckoro npoLecca npu cu-
CTeMHOM cknepose. Tak, B uccnegosanum A. Onishi
1 coaBTopoB (2013) akuUeHTUPYETCS NOBbILLIEHHbIN
PVCK pa3BUTKS 3110Ka4eCTBEHHbIX HOBOOOPa30BaHMU
y naumeHnToB ¢ CCl, 1 eMOHCTPUPYETCSH, HTO PUCK
pasBuUTUS paka Hanbosee BbICOKMI B MEPBbIN rog, Mno-
cne yctaHoBneHus gnarHosa CC/, [40].

Kpome TOro, psag astopos [8, 33, 63] 06beanHn-
1 6 opUrnMHanbHblx ccnegosannii ns LLiseumn, LLIoT-
naHoumn, Asctpanun, CLUA, JaHun n TariBaHs, B 06-
wen cnoxHoctn 6641 naunent ¢ CCL. NMauneHTsl
C CMCTEMHbIM CKJIEPO30M MMESN MOBLILLEHHbI PUCK
pa3BuTus Bcex BunaoB paka (CK3P — 1,4,), y Mmyx-
YUH puck 6bin Beiwe (CK3P — 1,85), 4eM y XeHLH
(CK3P — 1,33). NauuneHTbl ¢ CCL, umenu BbICOKUIA
puck pa3suTtus paka nerkoro (CK3P — 3,18), moyeBo-
ro ny3bIps (TONbKO XeHLwmHbl, CK3P — 2,80), opraHoB
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kpoBeTBOpeHus (CK3P — 2,57,), nedyerHn (CK3P —
3,6) 1 KOXU (HEMENaHOMHbI pak KOXWN) (TOSTbKO My>XX-
YuHbl, CK3P — 2,34). He oTMe4yeHO NOBbILWEHHOTO
pucka onyxonemn, cneunduyHbIX A5 OnpeaesneHHo-
ro nona nauyeHToB, TaknX Kak pak npeacraTesibHOwn
Xenesbl, LWENKM MaTKM NN MaTkn, MOJIOYHON Xene-
3bl. ABTOPbI TaKXe MPOBeNV BTOPUYHbIN aHANN3 AaH-
HbIX N3 pedepasibHbIX LLEHTPOB U BbISBUIN MOBbILLIEH-
HbI pUCK pa3BnTUS paka nuuesona (CK3P — 9,59).
Opyrve nccnepoBaHus Takxe NPOLEMOHCTPUPO-
BasIN NOBbILLEHHbIN PUCK PAa3BUTUS paka POTOrIoT-
KW, Nnpuyem B ogHOM nccnegosaHum B CLUA BbisiBU-
nn 25-KpaTHOE NOBbLILIEHME pUcka 3a601eEBAEMOCTH
pakom a3blka [52].

Kpome Toro, nauneHtsl ¢ CCLI MEoT NMOBbILLEH-
HbI PUCK Pa3BUTUS paka BCIEACTBME BbICOKOW akK-
TUBHOCTM GONE3HU N NPUMEHSIEMbBIX METOLOB Jieye-
Hus [6, 51]. MoBpexaeHne BCneacTBme XPOHNYECKOro
BocnaneHus n dGnbposa MOXeT NPUBECTM K 3110Ka-
YEeCTBEHHON TpaHCHOpMaLMU KIETOK B HEKOTOPbIX
opraHax [56]. Hanpumep, N3J1 moxeT obycnosnu-
BaTb pa3BuTme paka nerkoro [30], nauneHTsbl ¢ T4-
Xenow pedpakTepHon racTpoasodareasnbHon ped-
JloKCHOM 6onesHblo U NuweBoaomM bappetta Moryt
MMeTb 60nee BbICOKMIA PUCK Pa3BUTUS paka nuLle-
Boaa [59]. MNMepekpecTHbIn cnHgpom CCL, ¢ nepBuy-
HbIM BUNMAPHbBIM LLMPPO30M, OTMeYaeMsbli bonee va-
CTO Y NAaLMEHTOB C IMMUTMPOBAHHON GOPMON 1 aHTN-
LLEHTPOMEPHbIMU aHTUTENamMu, aenseTcs GakTopom
pucka pasBuUTUS 310KA4YeCTBEHHbIX HOBOOOpasoBa-
HU nedeHn [13]. UmmyHOCynpeccuBHas Tepanus,
npumMeHsiemas anga nedenus npm CCL, Takke MOXeT
obycnoenuBaTtb pasBuUTUE ManMrHusaumn. IJto Ta-
Kne npenaparhbl, kak ModeTnna MmkodeHonaT u uu-
knodochamug, 4acto NPUMEHSIEMbIE OIS NeYeHUs
npu aktmeHon andodysHon CCA, N3J1 nnn mnosunte
npu CUCTEMHOM CKJiepo3e. XOpoLO U3BECTHO, YTO
MOBbILWEHNE KYMYNSTUBHOM 03bl Lyknodpochamm-
[a rnoBbILLAeT PUCK BO3HUKHOBEHNS paka MOYEBOIO
ny3bIps U reMaToIONMYECKUX 3N10KA4YECTBEHHbIX HO-
Boo6OpasoaHuin [21, 38]. OnucaHbl JaHHbIE O pa3Bu-
TUM 3710Ka4EeCTBEHHbIX HOBOOOPA30BaHMIN, aCCOLMN-
MPOBaHHbIX C NpUMeHeHnemM MmodeTtmnna MnkopeHo-
nara: NoBblLLEHHbI PUCK Pas3BUTUA NMM@OMbI 1 paka
Koxwu [9, 36].

YunTbiBas aKCnepuMeHTaNbHble AaHHble, CBUAE-
TENbCTBYOLWME O TOM, YTO B-kneTku MoryT akTMBHO
ydyacTtBoBaTh B GMOPO3HOM npoLecce, 060CHOBAHO
npumMmeHeHune putykcumaba npu CC/L [18]. O6 aTtom
Xe CBUAETENbCTBYET HanmMume B Guontartax nerkmx
y naumeHtoB ¢ CCL-accounmpoaHHbiM N3JT npe-
VMIMYLLLECTBEHHO B-kneto4Hom nuounbtpaumm [34]. OT-
CYTCTBME AaHHbIX O TaKNX NOOOYHbIX 3D EKTAX PUTYK-
cumaba, Kak pasBuTME 3N10Ka4eCTBEHHbIX HOBOOOpa-
30BaHU, Takke 06HaAEeXNBAET.

OHKONOrnyeckre puckmn Takke 0cobo NMoBbILLIAKT-
csy naumeHToB ¢ aebiotom CCLL B NoXMIoM BO3pac-
Te [31, 51].

M3BECTHO, Y4TO CUCTEMHbIN CKIEPO3 cam no cebe,
a TaKkxke ero siedeHne MoryT cnocobcTBoBaThb Nocre-
OylouwemMy pa3smutunio manuramdaunm. OgHako cneay-
€T OTMETUTb, 4TO Y HaCTWN NALNEHTOB C NEPBUYHBLIM Na-

paHeonnacTU4YeCcKnM NPoLLECCOM Pa3BMBAETCS CKIle-
poaepMonofobHbI CMHOPOM Noce AMarHOCTUKN
OHKOJIOrMYECKOro npoLecca, 4To, B CBOK O4epenb,
CBUAOETENLCTBYET O POAM cneundunyeckon Tepanum
pakoBbIx 3aboneBaHunii B pa3sutumn CCL,. B cooTtBeT-
CTBUM C 3TOWN rMNOTE30M NPMBOAATCH COOOLLEHNSA
0 TOM, 4TO BneoMuUMH, kapbonnaTuH, remumTabuH
M NaKIUTaKCcesn MoryT MHUUMMPOBATb TSXeNbln peHo-
MeH PeinHO, KpUTUYECKYIO ANTUTASTbHYIO ULWWEMUIO U/
unn punbpos koxwu [7, 15, 19, 22]. UmmyHOoTEpanus,
HanpaBfieHHasi Ha YHUYTOXEHNEe ONyX0sn 3a CHeT UC-
NMosb30BaHNSA UMMYHHOIO OTBETA XO31MHa, MOXET Tak-
e CNpoBOLMPOBAaTL PAa3BUTVE ayTOMMMYHHOW NaTo-
norum [27], B CBOIO o4epenb, ydeBas Tepanms MoOXeT
CTMMYNMpPOBaTb Pa3BUTUE IOKANIM30BAHHOW CK1EPO-
0epMun Unn ycyrybuTtb paHee cyllecTBOoBaBLIee 3a-
6oneBaHue [47].

ANUAEeMMONOrniyeckme AaHHble 4EMOHCTPUPYIOT,
YTO y TEX NauMEHTOB, Y koTopbix CCL MmaHudecTmpy-
€T B MOXWII0M BO3PacTe, MOXET UMETb MECTO NepBuY-
HOe napaHeonacTnyeckoe 3aboneBaHne ¢ HebOoMb-
UMM BPEMEHHbIM UHTEepBasnom [62].

OaHUM 13 Hanbonee YacTbiX NapaHeonnacTuye-
CKMX CMHOPOMOB fiBnsieTcst deHomeH PernHo. OH MO-
XET ObITb NMEPBbLIM N OOIFOE BPEMS €ANHCTBEHHbLIM
cumntomom CCL, onnTenbHO NpeaecTBys NosiB-
JIEHNIO pa3BepHyTON cuMnTOMaTUKM 6onesHu. Hanu-
yne peHomeHa PenHo y mauyveHTOB B BO3pacTe cTap-
we 50 net, 0cO6EHHO C aCUMMETPUYHBLIM UIN He-
TUMMUYHBIM MOPAXEHWEM NanbLEeB, KOTOPOe ObICTPO
nporpeccupyeT BAAOTb A0 AUFNTaNIbHOFO HEKPO-
3a, MoOXeT ObITb NPOSIB/IEHMEM NapaHeonnacTuye-
CKOro CMHApPOMa B pamMkax HegmarHOCTUPOBAHHO-
ro HoeoobpazoaHus [20]. Bo3dHMKHOBEHME deEHO-
MeHa PeliHo accoummpyeTcs ¢ HOBOOGpa3oBaHUAMU
NEerkux, ANYHMKOB, NoYek, NMMOOMON, NNasMOLNTO-
Mon nnu nervikemmen [11]. Passutmne napaHeonna-
cTuyeckoro deHomeHa PenHo onucaHo y nauueH-
TOB C capkoMoi Kanowwm, nevyeHHbIX BUHO1AaCTUHOM
n 6neomunumHom [25]. tnonorus peHomeHa PeliHo
npu HeonnacTuyeckmnx 3aboneBaHNaX HEM3BECTHA,
€ro pasBuTre MOXEeT OblTb BbI3BAHO NapanpoTenHa-
MW, KPMOrNoByNMHAMU U HEKOTOPLIMU LUTOKUHAMMU.
HeobxoaMmMo 0TMEeTUTb, YTO NapaHeon acTUYeckum
deHomeH PeliHo 06bI4HO Pe3NCTEHTEH K Basoauna-
Tatopam 1 CMMNAaTIKTOMUM N MOXKET NPUBOAUTL K OV -
rmTanbHOMY HEKpo3y danaHr nanbues gaxe y 80%
naumeHTos [20].

Llenbto 4aHHOro KJIMHWYECKOro oT4yeTa ABNsieTcs
aHanmM3 Tpex KINHUYECKUX CIly4YaeB, LEMOHCTPUPY-
IOLLMX Pa3nnyHble B3aMMOLENCTBUS U B3aMMOCBS-
3n CCL n CIMNC. ObeyxaatoTcss 0COOEHHOCTU Teve-
Hus CIMNC v pa3BuTre OHKOSIOrMYECKOro npouecca
Ha ¢doHe CC/L,. MepBblit KNTMHWYECKWIA CNyYan — ama-
rHocTuka CC/[, 6e3 conyTCTBYyOLLEro napaHeonna-
CTUYECKOro npouecca y nauveHTKMU CTap4yeckoro
BO3pacTa; BTOPON kKnnHuyeckun cnydan — CIIMC
BCNeacTBME paka TONCTOM KMLLKK y nauyeHTa 60 neT;
M TPETUIA NauneHT ¢ aHaMHe3oM CC/L B TeueHme oByx
neT ¢ MaHUPECTUPOBAHNEM 3/T0OKAYECTBEHHOIMO HOBO-
obpasoBaHus (B-kneToyHas HEXOOKKMHCKAsA TMMPO-
Ma) Ha pOHEe Te4YEeHUst ayTOMMMYHHOTr 0 3ab0ieBaHusS.
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MaumeHTka H., BO3pacT 78 neT, rocnutann3npoBa-
Ha B peBmMaTonornyeckoe otaenenune 11-ifopoackonm
KIMHUYecKon 605bHULBI JIHEMNPOBCKOro ropoacKoro
coeeTta (11 TKB AIrC) B none 2016 r. c AMarHo30M CUH-
apoma PeinHo. Mpu noctynneHun npeabasnsana xano-
Obl Ha NOXOJI0AEHNE N MOCUHEHNE KOHYMKOB MasbLEB
KMUCTEN 1 CTON, yCUnnBatoLwmecs Ha Xxonoae, Ha npo-
rpeccupyoulee yTonweHns KOXu nanbLeB, TPYOHO-
CTV NMpw rAoTaHumM, oCOBEHHO TBEPAOM MUK, NN0-
XY MEPEHOCUMOCTb (PUINYECKONM HArpy3ku, oablLl-
Ky CMeLLlaHHOro xapakrtepa (npu xoapbe no poBHOM
MecTHOoCTM 0o 20 M) 1 NoTepto Macchl Tena (OKoso
20 kr B 3a nocnepgHue 2 roga). BellwenepeuncneH-
Hble CUMNTOMbI 6ECMOKOAT NaUMEHTKY B TEHEHME MOo-
cnegHuX TPeX NEeT; NepBbIMU NPU3HaKamm ObIIN OHEe-
MEHME N NOXO0NI0AEHME, @ 3aTEM U NMOCUHEHME, OCO-
6€eHHO Ha x0J10e, KOHYNKOB NasbLEB KUCTENM 1 CTOM,
B TeyeHune nocnenyrowmx 3 Mec Ha4yano NosiBASTLCS
YMIOTHEHWE KOXW NManbLEeB, Yepes roa NpucoeamnHun-
NIOCb 3aTPYAHEHME NPU rIOTaHnM TBepaon nuwm. K ce-
MenHOMY Bpayy BnepBble obpaTunack Noaroaa Hasag,
13-3a NOSIBIEHUS OObILLKN NP HE3HAYUTENBHOM PU3N-
YeCKOW HarpysKe 1 yMeHbLUEHUS Maccbl Tena. Hanpas-
JieHa B PEBMATOJIOMMYECKMIA CTaLMoHap Af1s npoeeae-
HUSa anddepeHUnanbHON AUarHOCTUKU U UCKITIIOYEHUS,
npexnae BCero, OHKOMorn4yeckoro 3abonesaHuns 1 na-
paHeonnacTnyeckoro npouecca. BoinofHeHbl Myb-
TUcnnpanbHas KoMnbloTepHas Tomorpadusa (MCKT)
OpPIOLHOWN MNONIOCTN, MarHUTHO-PEe30HaHCHas TOMO-
rpacdusa (MPT) ronosbl, MCKT opraHoB rpyaHoOWM kneT-
ku n pmnbporactpoayoneHockonus (PracC) — no pe-
3ynbTaTaM UCCNENOBAHU NapaHeonaacTUYecknii
npouecc 6bin ncknoveH. Ha MCKT 6ptowiHon nono-
cTn 1 MPT ronoBbl natonormm He BoisiBneHo; Ha MCKT
OpraHoB rpyaHON KNETKM YCTaHOBJIEH MHTEPCTULMASb-
HbIi G1BpP0o3 nerkmx, npu PracC — pedniokc-azoda-
rmT, TMN A, 3puTeMarto3Has ractponatus.

Mpu 06bEKTUBHOM MCCNE0BaHMM BbISIBIIEH M0T-
HbIl OTEK N MHAYPaLUNS KOXW ANCTaNIbHbIX OTAEN0B
BEPXHUX U HUXKHUX KOHEYHOCTEN (puc. 1), KNCTu nno-
X0 CXMMAtOTCS B Kynak, OTMeYeHbl y4acTKWN yraoTHe-
HUS KOXW Ha nepenHer GPIOLWHOM CTEHKe U aroau-
Lax, nepeaHen NnoBEPXHOCTY FONIEHEN 1 HAPYXKHOW Mo-
BEPXHOCTM Mieyen (KOXHbI cHeT cocTaBun 42 6anna),
aTpodusa ryd, TeneaHrnakTasnm Ha nmue u Hebosb-
Line S3BOYKM Ha KOHYMKaxX nanbueBs, MpW ayckybTa-
LMW NEerknx — Kpenutauurs HXe YrioB 10NnaToK CUM-
METPUYHO C ABYX CTOPOH. TeCT ¢ 6-MUHYTHOWN X04b-
6o — 190 M, ¢ Sa0, — 95-91% n noBbILeHnem HCC
¢ 85 0o 120 ya./muH. Opgpiwka no wkane bopr oueHe-
Ha B 4 6anna.

B obwem aHanuse kposu: aHemus (Hb 112 r/n),
MoBbILLEHME CKOPOCTM oceaaHus aputpoumtos (COI)
0o 35 Mm/4, B ocTanbHOM — 6€3 naTonorn4yeckmx
M3MEHEHUN; B OUOXMMNYECKOM aHain3e KPOBWU:
C-peaktuBHbIli 6enok (CPB) 27 r/n; ckopocTb kiy-
6oukoBol dunbtpaunm (CK®D) 45 mn/mMuH/1,73 m?,
NT proBNP — 845 nr/mn (Hopma <130 nr/mn). Nm-
MYHOJIOrMYeckne nokasaTenn: TUTP aHTUSAEPHbIX
aHTuten — 1:640, NATHUCTbLIA PUCYHOK, BbISIBJIEHbI
aHTuTena SS-A-Ro52, RNP/Sm n Scl70 (mMmmyHO-
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Puc. 1. [INOTHBIN OTEK M MHAYPALMS KOXM KUCTEN PYK Y nauueHTkn H.,
78 net

7

Puc. 2. Kanunnspockonus HorteBoro noxe (y. 100) naumentkun H.,
78 net

onotTuHr). Mpu axokapauorpaduryeckomMm mccneno-
BaHUN (9x0KI") BbIABNEHO pacLUMpeHne NoaoCcTu npa-
Boro xenygodka (K44 50 mm), npaBoro npeacepans
(nnowanpk npasoro npeacepans — 30 cM?), BblpaxeH-
HYIO TPUKYCNUAAIbHYIO HEAOCTATOYHOCTL (>2,4 MM/C),
cpefHee CUCTONNYECKOE OAaBfiEHNE B NEro4HON ap-
Tepun — 80 MM pT. CT., dpakumna BbiIOpoca neBo-
ro xenypoyka — 75%, ounnatauus BeEPXHeNr nonaomn
BEHbl — 40 9 MM, MHAEKC MacCChl IEBOI0 Xenyaoyka —
64 r/cm2. Mpn KaNUNNSPOCKONUM HOFTEBOIO JIOXE Bbl-
SIBNIEHO HEPABHOMEPHOE PACMONIOXEHWNE KaNUANSIPOoB,
[e30praHn3anms KanuisgpHoO apxMTeKkTOHMKN, pac-
LIMPEHME KanuispoB, YMEHbLUEHME UX KOJIMYECTBA,
aBaCKYSIPHbIE 30HbI, /1IEMEHTLI HEOAHIMOreHe3a —
Merakanuanapsbl (puc. 2).

lMocne oueHKM BEPOSTHOCTU IEFrOYHOM runep-
TEH3MM ¢ ncnonb3loBaHnem anroputma DETECT [16]
(1 war — 329 6annos, 2 war — 62 6anna) nauneHTke
npoBefeHa KaTeTepusaums npaBbiX OTAEN0B CEPA-
ua 1 BepndunumpoBaHa NpekanuiaspHasa neroyHas
rMNepTeH3ns: cpegHee aBfieHne B JIEFOYHOW apTe-
pun — 48 MM pPT. CT., AABNEHNE 3aKINHNBAHWUS NTIEr0Y-
HOWM apTepun — 9 MM pPT. CT.

CornacHo kputepuam ACR n EULAR 2013 r. 6bin
yCTaHOBNEH AMarHo3 anddysHoOm cknepogepmmm
(14 6annoB). MHOekc akTMBHOCTN — 8 HGannos.
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KnuHunyecknin gnarnos: CC/L, angpeoysHas pop-
Ma, XPOHMU4Yeckoe TedeHne, gasa 060CTPeHus, ak-
TmBHOCTb Il, ctagus Ill, ¢ nopaxeHnem Koxu (ckiepo-
aepma Koxu TynoBulla, 6eaep, raeyeri), cyctaBoB
(cknepopakTnivs), cocynos (cuHapom PeriHo, Tene-
aHrMaKkTa3um, 1eroyHasi apTepuasbHas rmnepTeH3ns
WHO ®K II), nuiiesona (pegokc-a3oparnt, Tun A,
sputemato3Has ractponartus), nodek (XbI1 Il ctene-
HU, HEPPUT, MOYEBOV CUHAPOM, CUMITOMAaTUYECKast
aprepuvasibHas runeptTeH3vs), nerkux (U3J1, JIH I-11),
cepaua (anpysHbivi kapanockiepos, XCH IIA co cHu-
XKEHHOVI CUCTOJINYECKOV (DYHKLINEV MPAaBOro Xesyn04-
Ka 1 COXpaHeHHOWV CUCTOINYECKON (yHKLUNEV J1eBO-
ro xxesnyno4yka).

MaumeHTke Obl1 HA3HAYeH MeTUANPeaHN30M10H
12 mr, cunpgeHadun B nose 60 mr/cyT, BancaptaH —
160 mr/cyT, Topacemug — 10 Mr/cyT, cnMpoHonak-
TOH — 50 Mr/cyT, NNOMNPOCT (MHraNAUUMOHHO).

lMocne KoHcynbTauMn ¢ HePPOIOrOM NMPUHATO pe-
LLEHVE HaYaTb Tepanmio umknodpochammaom B MOOU-
GdULMPOBaAHHbLIX 033X N3-3a NPOrpPeCcCUpyoLLLEn Mo-
4EeYHOW HeOOCTaTOYHOCTU; umkinodpochamma Ha3Ha-
YeH BHyTpuBeHHO B fo3e 300 Mr/mM2 noBepxHOCTM Tena
B Mecsu,. B nepunog ¢ nons no ceHts6pb 2016 r. BBO-
onnn B obuwein cnoxHoctn 1000 mr. JleyeHme Obino
npekpaLleHo 13-3a njaoxon NnepeHocruMocTn npena-
paTa naumeHTKOn, NPOoSIBASIOWENCS B BUAE peunau-
BUPYIOLLMX MHPEKUUIA HUKHUX ObIXaTeNlbHbIX NyTEN,
noTtepu anneTuTa 1 noBblLLEHHOM cnabocTn. bbin Ha-
3HayeH mukodeHonata modetmn B fo3e 1000 mr/cyT
Ha NPOTSXKEeHUN 6 MecC.

Yepes rog nocne ycraHosneHua gnardosa CC/J,
M Ha3Ha4YeHUs NevYeHns naymeHTka ymepna oT Ha-
pacTalLwen nero4yHo-cepaoeyHonm n NOYE4YHOM He-
[0OCTaTOYHOCTU. HecMoTps Ha AMarHoCTUYECKYHo
HaLENEHHOCTb OTHOCUTENIbBHO 3/10KAYE€CTBEHHbIX
HOBOOOGpA30BaHWIA, AMarHo3 «pak» Tak U He BOblin
YCTAQHOBJIEH.

CCA vy nopen noXunoro Bo3pacta BO3HMKAET 0-
CTaTO4YHO YacTOo, 0OAHAKO CBOEBPEMEHHAS ANArHOCTU-
Ka AAHHOr0 COCTOAHUS ABNSETCHA 4OCTAaTOYHO PEAKNM
SIBNIEHMEM, YTO 0OYCNOBAEHO CIIOXHOCTAMN ANarHo-
cTukun. ObcyxaalTca cnenyowmne NpUYnHbI:

® fIl0AEV MOXMIOrO BO3pacTa pexe HanpasasaoT
Ha KOHCY/bTaLMIO Y3KOro CreuuanmcTa;
KIMHMYecKas KapTnHa 3a001eBaHNSA MOXET ObITb
reTeporeHHOm N HETUMNNYHOW B JAHHOM BO3PaCT-
HOW rpynne, HanpuMep, OTHOCUTESNIbHO «MSATKNE»
nopaxeHuns Koxu, a Takxe cxoactso CCL, v 06-
LWMX CUMATOMOB XPOHUYECKMX 3ab0NeBaHni,
CBOWCTBEHHbIX Fpynne nauyeHToB NOXUI0ro BO3-
pacTa;

® HeoOXOAMMOCTb MPOBEAEHNS A0POrOCTOSLLENO

KOMMJIEKCHOIO NcCCcnefoBaHns C UCMOJIb30BaHM-
€M BbICOKOTOYHOM annapaTypbl 419 UCKI0HYEHUs!
napaHeonacTM4eCKOro xapakTepa BbIsIBIEHHbIX
CYMMNTOMOB.

M3BecTHO, 4To CC/ MOXeT okasaTbCcsa NOOOYHbLIM
3hPEKTOM NPOTUBOOMYXONEBLIX UMMYHHbIX PEAKLMIA
Y HEKOTOPbLIX MAUMEHTOB, YTO NPOSIBASETCSA B BUAOE
CIMC, koTopblit Mbl XOTeNn 6bl NpeacTaBUTb BO BTO-
POM KJIMHMYECKOM Cllyyae.

KJIMHUYECKUW CJTYHAN 2

59-neTHMn nauneHT P. Bbln rocnnTanM3npoBaH
B peBmaTtonorudeckoe otaeneHme 11 Kb ArC B as-
rycte 2016 r. ¢ guarHo3om: CC1? MNpeabsasnan xano-
Obl Ha YNJIOTHEHWE KOXW KUCTEN, Npeanniedmii, nmua,
60/1b B MOSICHUYHO-KPECTLIOBOM OTAENE MO3BOHOYHW-
Ka; BblLLENepeyYnCceHHble xanobbl BO3HNKIN 3 MeC Ha-
3a[, 0bpaLlancs Kk ceMeinHoMy Bpady, Oblia pekoMeHa0-
BaHa KOHCYJfbTaLMsa peBMaTosiora ans yrouHeHus ava-
rHosa. B aHamHese Xu3Hu: rmnepToHnyeckast 60ne3Hb
nocneaHun rog ¢ MakCMasbHbIMU Updpamu apTepm-
anbHoro paenexusa po 150/100, npenapaTbl HE NPUHK-
MaeT, ABNSETCS 3/I0CTHbIM KypPUbLUMKOM C 19 neT, uH-
nekc nadka-net — 15. Mpr 06bEKTUBHOM UCCEA0BaHNN
onpeaensieTcs NOTHbIM OTEK U NHAYPaLMS KOXW B 00-
NacTn KUCTEN, NPeAneynin, ek, KUCETHbIN POT (KOX-
HbIli cyeT — 18) 1 yBennyeHHble NnepeaHe-, 3aaHeLLEN-
Hbl€ 1 NaxoBble MMM@aTNYeCKmE y3nbl.

JlabopaTopHble TECTbI ykadaim Ha HECKOJIbKO Mo-
BblLLEHHbIE Mapkepbl BocnaneHnsa (CO3 — 23 mm/u,
CPB — 8,2 mr/n); npn NnpoBegeHN MMMYHONIOTMYe-
CKMX TECTOB ONPEeAeN Ny 3Ha4UTENbHO MOBbILLIEHHbI
TUTP aHTUHYKNeapHbIX aHTuTen (Tutp 1:2560), ogHa-
ko cneunduryeckmne ana CCL mapkepbl 6bi1M OTPU-
LaTenbHbIMW.

Mpn KanMANaPOCKONNM HOFTEBOIO JIOXE BbisiBNE-
Hbl Hecneundunieckme KanuinsipHbie aHoManun, 4To
He COOTBETCTBOBAIO KPUTEPUSM CKIEPOAEPMMYECKO-
ro pucyHka (puc. 3).

s
Puc. 3. Kanunnsipockonus HorteBoro noxe (yB. 100) naunenta P. He-
cneunduyeckme KanungpoCcKONUYECKUe aHOManMmM, XxapakTepuayoLLm-
€CS U3BMIUCTBIMM U PACLUMPEHHBIMU NETIMU KanuanspoB

Ha peHTreHorpamme opraHoB rpygHon KieT-
KW BbISIBNIEHO pacLuVpeHne KOPHeN nerkux (puc. 4).
Mpu nposeaeHn MCKT opraHoB rpygHOM NOAOCTY Bbl-
SIBNIEHbl YBEJIMYEHHble NnumMmdaTnyeckme y3snbl Cpeno-
cTeHus. MNpoBeaeHa MeanacTMHOCKONKUS ¢ BMoncuei
MMaTN4ecKkoro ysna v ganbHenwmm rucTonornye-
CKUM nccnegoBaHneM. BoiiBNEHbI aTUMUYHbIE KNETKN,
NPeanonoXeH ANarHo3 «aAeHOKapLMHOMA JIErKoro».
OpnHako NepBUYHBIN o4ar Tak 1 He 6bin BbisiBIEH. B no-
cnenyowem rnpu npoeseaeHnn MCKT opraHoB 6ptoLu-
HOM NONOCTN C BHYTPUBEHHbLIM YCUJIEHNEM YCTaHOBIE-
Ha OMyxo0Jib B BOCXOASLLEM OTAESE TONCTOrO KALLEYHN-
ka. MNpoBeneHne K0NoHODUBPOCKONUM NOATBEPANIIO
Hasm41e onyxoJIeBOro npoLecca B kiieyHnke. Ha oc-
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HOBaHWM TMCTONATONOMMYECKOr0 UCCNeA0BaHNA amna-
rHOCTUPOBAaHa KoJsiopeKkTanbHasg ageHoKapunHoma.
MaumeHTy Gbina pekoMeHa0BaHa KOHCYbTALMSA OHKO-
nora, OT KOTOPOW NALMEHT BO34EPXANCS HA HEKOTOPOE
BpeEMS Mo ceMeliHblM 0bcTosATeNbCTBaM. B okTa6pe
2016 r. y nauyeHTa BO3HUKIIO OCTPOE NnoBpexaeHne
noyek, CBA3aHHOe C 0BCTPYKLMEN MOYENCyCKaTeb-
HOro kaHana. lNMaumeHT rocnnTanM3npoBaH B ypoioru-
yeckoe oTaeNeHre, nposeaeHa HepoCToOMUS CNpasa,
COCTOSIHME €ro 300P0Bbs YAYHLLMAOCh. OoHAKO HA BTO-
pble CyTKM NpebbiBaHNS B OTAENEHNN NOSBUINCH CUM-
NTOMbI TSXKENOro NEPUTOHMTA U CENTUYECKOrO LLIOKA,
npuBeaLume K CMepTu naumeHTa.

JnarHocTrka CMCTEMHOIO CKIepo3a y NaumeHToB
B Bo3pacTe cTaplue 50 net asnseTcs HebnaronpusaT-
HbIM NPEAMKTOPOM OHKOMNATONOrMKn: 0oTMeYaeTcs 6onee
BblCOKasi CMEPTHOCTb 1 60J1ee BbICOKMIA PUCK Pa3BUTUS
3/10Ka4eCTBEHHbIX HOBOOOPA30BaHWIA, YEM Y NaLVEH-
TOB 6oslee Monoaoro Bo3pacta. B cnyyae BO3HUKHO-
BeHus CC/] y naumMeHTOB NOXMIOro BO3pacTa crneayet
pacCcMOTPETb ABe BO3MOXHOCTU: NapaHeonnactmye-
CKUIi cuHApPOM mnnm nguonatunydeckas CCH (npw KoTo-
poli pak, ckopee Bcero, 6yaeT AMarHoCTUPOBaH B MO-
cnenyloLwe rogbl).

Puc. 4. PeHtreHorpadus opraHoB rpyaHoM kneTku nauueHTa P.

OnpepeneHHble NPU3HAKW B KIIMHUYECKOW KapTu-
He 1 faHHble 06cnefoBaHWs MOMYT HALENNTbL Ha HaNn-
yune CINIMC Ha paHHen cTaamm oMarHoCTUYECKOoro no-
ncka. K Hum otTHocaTCS:

® KOPOTKNIM BPEMEHHOW MHTEPBAJ MEXAY AVNArHO-

30M 060Mx 3a00N1EBaHNIA;

® MOXWJIOM BO3PACT NALNEHTQ;

® OTArOWEHHbIN HACNEACTBEHHbIV aHAMHES B OT-

HOLLIEHVM OHKOJTIOTMYECKOM NaToNornu;

® HaNM4YMe B aHaMHE3e NapaHeonIacTM4eckmx 3a-

6oneBaHuit;

® ACMMMETPUYHbIN GUBPO3 KOXMN;

® OTCYTCTBME UV aCUMMETPUYHbIN HeHOMEH Peri-

HO;

ornan nNiTEPATYPU

HexapakTepHble ans CCL nameHeHus kanmnns-
POB Mpu KanmMIapoCKONMmM HOFTEBOTO JIOXE;
OTCYTCTBME CneunduUIecknx aHTUTEN, XapakTep-
Hbix ans CCA;

Hannyne obLLMX CUMNTOMOB, TakMX KaK Inxopag-
Ka 1 NOTEepPS MaccChbl TeNa;

OTCYTCTBME OTBETA HA CTAHOAPTHOE NIeYeHune (00-
BOJIbHO CJI0XKHO OUEeHUTL B cnydae CC/LL, NocKosb-
KY [10 HACTOSILLIErO BDEMEHM HE BbISIBIEHO 3P hEK-
TUBHOIO NIEKAPCTBEHHOIO CPEACTBa AJ15 Npekpa-
LLEHNS NPOrpeccupoBaHns 3abonesaHuns);
ncyesHoBeHue cumntomoB CCJL, nocne npoTu-
BOPAKOBOI0 JIEYEHUS U UX MOSBIIEHNE NP Pake,
BbI3BaBLUEM PeakLmio.

BTopon cnyyan xapaktepudyeTcsa OTCYyTCTBMEM
deHomeHa PeliHo (Ype3BblyaiHO pacnpoOCTPaHEHHO-
ro cumntoma npu CCL), OTCYyTCTBUMEM KaNUASPHbIX
aHoManuim Npu KanuaispoCckonuu n OTCYTCTBUEM aH-
TnuTen, cneunduydHblx ans CCL, 4To nomMornao npeano-
noxutb CIMINC 1 NpoaomKnTb ANarHOCTUHECKNI MOUCK.
B ntore noaTBep>XXaeHO NepBMYHOE NPEANOSIOXEHME:
y naumeHTa gnarHoCTMpoBaHa ageHokapumMHoma To-
CTOr0 KULLEYHMKA C pa3BUTUEM OOMUHAHTHOM napa-
HEeoNacTN4EeCKOM CUMMTOMATMKN B BUAE CKIIepoaep-
MornoaobHOro cuHapoma.

KJIMHUYECKWUWA CNTYYAN 3

55-neTHuin myx4mHa M. obpatuncs B [loHeLkoe
ob6nacTHOe KIMHUYECKOE TeppUTOpuanbHoe Meau-
uMHckoe obbeaguHeHunsa B nioHe 2011 r. ¢ xanobamu
Ha YTOJILLLEHME N YIIOTHEHME KOXWN Ha NoabopoakKe,
Lekax, KNCTen, rpyaHon KneTku, obulyo cnabocTb.
JaHHble cuMnToMbl NOABUAMCE OKONO 1 Mec Hasan,.
[Mpn akTMBHOM OMNPOCE BbISIBAEHbI NPU3HAaKM HeHo-
MeHa PelHO 1 cnHAapoma «Cyxoro rnasar. He kypur.
Mpn nabopaTopHOM UCCea0BaHUM ONPEAENEHO YCKO-
peHne CO3 oo 32 Mm/4, AMcnNpoTeEMHEMUIO 3a CYET
ramMmma-rnobysIMHOB; BbISIBJIEHbI aHTUHYK/IeapHbIe aH-
TuTena B Tutpe 1:640, npm 9TOM aHTUTONON30OMEpPa3-
Hble | M aHTMLEHTPOMEPHbIE ayTOAHTUTENA HE BhiSIBNE-
Hbl. B TO e Bpemsi 06HapyxeHbl aHTU-Ro/SSA n aHTu-
SSB aHTUTena (cuHapom LLerpeHa 6b11 3anoao3peH
npyv NepBnM4YHOM OCMOTpPe naumeHTa). [Npu peHTre-
HOCKOMMUYECKOM MCCNEef0BaHMM NULWEBOOA C KOH-
TpacTupoBaHeM BGaprvemM — rMNoTOHUS MULLLEBOAA.
Ha peHTreHorpaduu nerkmx natosormyecknx name-
HEHUI HE BbISBJIEHO, OQHAKO NPY NPOBEAEHUN CNU-
porpadun popcmpoBaHHasa XM3HEHHAA EMKOCTb Nler-
KX yMeHbLueHa 0o 69%, ¢ nHaekcom TuddpHo 98%.
Mpu npoeaeHnn axoKI™ kakmx-nmbo aHOMasnii Co CTO-
POHbI CEPAEYHO-COCYANCTON CUCTEMBI HE ObISIO BbISIB-
JIEHO, BEPOSITHOCTb JIEFOYHOW MMNEPTEH3UNN BblNia HN3-
kor. MNpu nposeaeHnn MCKT opraHHOB rpyaHoOn kKneT-
KM MaTosIornm He BbISIBJIEHO.

MauueHTy 6bIN ycTaHoBNeH anarHos: CC/A, ang-
Qy3Hasi bopma, paHHsIsI CTagumsi, akTUBHOCTb 2, C ropa-
XEeHUemMm KoxXu (ckieponepma mua, KUCTEN, rpyaHou
KneTku), cocyaos (cuHapom PeriHo), nerkux (nHes-
mocknepod?, JIH 2 cT., peECTPUKTUBHBIV TWIM), CUH-
Apowm LlerpeHa.

HasHayeHo nieveHne: METUNNPEOHM3ONOH 8 MI, METO-
Tpekcat 10 Mr/He nepopasbHo, a3atem — 12,5 mr/Hen,
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ornan NITEPATYPMU

KapamomarHun 75 mr. Yepes 3 Mec fieueHnss camouyB-
CTBME YNYHLINIIOCh, MHAYPALMS KOXW NPUOCTAHOBIEHA,
oTMeyanm Hebonblloe obpaTtHoe passuTtre. Hopmann-
30Ba/IMCb TaKke labopaTopHble nokasarenu, 6bi10 pe-
KOMEHOOBAHO CHUXEHME O03bl METUNPEAHN30/I0HA
no 2 mr 1 pa3s B 10 gHeln A0 NONHOM OTMEHbI.

Yepes 1 rog npv NOBTOPHOW rocnutanusaumm na-
LIMEHT OTMETWJ yCUNEHNE OAbILLIKM, MOSIBIIEHNE CYXOro
KaLs, yBenmyeHne o4aroB YnJOTHEHUS KOXW 1 MOSIB-
JIEHNE HOBBbIX, MOBBILLEHHYIO YCTaNOCTb, cybdebpunun-
TeT U NoTepto Macchl Tena (5 kr 3a nocnegHne 3 Mec).
Mpn 06BLEKTMBHOM UCCEA0BAHMN BbISIBIEHO CUCTEM-
Hoe yBenunyeHmne numdaTmyecknx y3noB — nepeaHe-
M 3aHELLENHbIX, aKCUTISIPHbIX, HAOKMOYNYHbIX, Na-
X0BbIX. 10 06LWEeMy aHaNn3y KPOBU BbiSIB/IEHA aHEMUS
(Hb 103 r/n), B ocTanibHOM — 6€3 U3MEHEHWIA.

Ha MCKT opraHoB rpygHOW KNETKM BbISIBAIEHO pac-
LIMpEeHne MeguacTMHyma 3a cHeT numdaneHonaTmm
(puc. 5), npoBeaeHa broncms HaoKIYNYHBLIX TMMda-
TUYeCKMX y3noB. Nocne rMcTonornyeckoro nccneno-
BaHWUS YCTAHOBJIEH NpeaBapuUTeNbHbIM AMarHos: nep-
BMYHasa anddysHasa B-kneToyHas HEXOOXKKUHCKAs
numdoma. MNaumeHT 6bin NnepeBefeH B reMaTosnoru-
yeckoe oTaeneHne. HazHayeHo neveHme, ogHako Jye-
pe3 HECKONbKO MecsiLeB, 6e3 Kakoro-nmbo KnmHu4ye-
CKOro yNnyylleHus, MauneHT ymMmep oT cencuca.

Puc. 5. MCKT opraxoB rpyaHoii knetku naumeHta M. Onpepensercs
paclimpenne MeAnacTuHyma 3a cyet niumdazneHonaTum

Y naumeHToB ¢ CC/] B HECKONbKMX MCCNeaoBaHun-
X NPOOEMOHCTPUPOBaHA akTuBauus nepudepunye-
CKkMx B-numdounToB € HapyLLeHHOW Aofnen anonTo-
TUYECKUX KJTETOK MO CPaBHEHNIO CO 340Pp0BbIMU [49].
Mpn CCL, BbKMBaEMOCTb 1 akTuBaums B-kneTok no-
BbILLIAOTCS, BO3pACTaeT Takxke 1 00Nt MEeHee 3pesbIX
B-numdoumTos, 4TO, NO-BMOVMOMY, MPUBOAUT K Bbl-
COKOMY PUCKY PasBuUTUS IMMOOMOHOIO KaHLLeporeHe-
3a [61]. bonee Toro, Y. Wang n coaBTopbl (2013) [58]
YCTAHOBW/IN, YTO YPOBHW aLLETUINPOBAHUA N METU-
JNINPOBaHNS TMCTOHOB (OTBETCTBEHHbIX 3@ yCUneHue
TpaHcKkpunummn reHa) B B-knetkax y nauneHTos ¢ CCL,
KOPPENMPYIOT C aKTUBHOCTbIO 3aboneBaHus. Cneny-
€T OTMEeTUTb, 4To y naumeHToB ¢ CC/], BbIABASIOT NO-
BblLLIEHHbIE KOHLIEHTPALMN B CbIBOPOTKE KPOBU LIUTO-
KMHOB, PEryampyloLmnx akTMBHOCTb, BbIXXKMBAEMOCTb
1 nponndepaunto B-knetok [49]. B aTom acnek-
Te MOXHO NPennosioXnTb, YTO CKJIepoaepMmnyeckme
nauneHTbl C NJI0X0 KOHTPOJIMpyeMbiM 3ab0neBaHu-
em (bonee BepoaTHOE Ha paHHel ctagum CCH, kak
M B HalleM TPeTbEM Ciydyae) 60see CKIIOHHbI K pas-
BUTUIO reMaTosIOrMYeckmnx 3/10Kka4eCTBEHHbIX HOBO-
obpas3oBaHuii.

C y4yeToM BhILLEU3NOXEHHOIO, a Takxke accouma-
LM CKIIepoAePMUN C MOBbILLEHHBIM PUCKOM Pa3BUTUS
paka y nauyeHTos ¢ CC/], Heo6xoaMmMo NpPoBOAUTD Lie-
NleHanpaBfieHHbIN CKPUHWHI 3/10Ka4eCTBEHHbIX HOBO-
06pas3oBaHuii.

Mpepnaraem anropuTM ANArHOCTUYECKOro Mno-
MCKa 1 OLEeHKU napaHeonnacTU4eckoro npouecca,
KOTOPbIN HEOOBXOANMO BhIMOMHATL Y BCEX NauuneH-
ToB B Aebiote CC/L, B 3aBMCUMOCTM OT 1UX BO3pacTta
1 nona (ta6n. 3). OTOT aNropmuT™M BKJIOYAET KOMII-
NekcHoe puaunkanbHoe obcnegoBaHme, B TOM Yynuche
nanbnaunio NepeaHnx n 3agHUX LWEnHbIX, HaaKo-
YNYHBIX, MOAMBbILLIEYHbIX U Nax0BbIX NMMpATUYECKNX
Y3/10B; CKaHNPOBaHME KOXWN Ha HETUMUYHBIE NOopaXxe-
HUS, OCOBEHHO C aCMMMETPUEN, HEHETKMMUN FPaHU-
Lamu, LBETOBbIM pasHoobpasnem unm 60nbLLInmM am-
aMEeTPOM (>6 MM); TWaTENbHbIN OCMOTP NOMOCTU PTa;
nanbnaunio WIUTOBUAOHON Xenea3bl. g naumeHToB
MnoXmnoro BospacTa, ¢ MaHudectHon CCL, mbl npea-
naraem rnoBTOPUTb KOJIOHOCKOMNUIO MK Ma3ok Nana-
Hukonay. XeHwuHam aonxeH 6biTb Ha3HaA4YeH MaM-
MOrpadunHeCKni CKPUHUHE HA Pak MOJIOYHOM Xene3bl
BHE 3aBMCMMOCTN OT BOo3pacTa. JanbHenwmnin yene-
HamnpasfeHHbIN NOMCK MOXET noTpeboBaThCcs B 3a-
BUCMMOCTU OT HaNMuns KOHKPETHbIX hakTOpPOB pu-
cka. CnegyeT OTMETUTb HaNMune y aTux NnauneHToB
«KpacHbIX GNaxkoB» — CUTyauunii, TPebyroLMx 0Cco-
60ro BHUMaHUS 1 OOMONHUTENbHbIX UCCe00BaHWN:
aytoaHTuTena k PHK-nonnmepase lll, 6onee crap-
LIniA BO3pacT Havana cknepoaepmuu (>50 ner), atu-
NMMYHOE TedyeHne, OTCyTCcTBME addekTa OT 1edeHus,
rnoTepsi Macchl Tena, OTAroweHHbIN HacnenCcTBeH-
HbIA aHAMHE3 MO OHKOJIOrn4yecknum 3aboseBaHUsAM.
Takum naymeHTam AoJkKHa OblTb Ha3HaYeHa 0bLInp-
Has BM3yannadauus, Takas kak KOMMbioTepHas TOMO-
rpadus rpygHon KneTku, OPIOLLIHON NONOCTN 1 Tasa
W BCEro Tena, a Takxe nabopaTopHble nccneanosa-
HUS (anekTpodopes CbIBOPOTKM KPOBM/MOUN, OMNYXO-
NieBble MapKepbl).
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Ta6nuua 3

ANropuTm AMarHoCTMYECKOro NOUCKa BO3MOXHbIX
napaHeonnacTUYeCcKnX NpoLeccoB UK 3/10Ka4eCTBEHHOro
HoBOOOpa3oBsaHus npu CCh,

I'pynnbl pucka nauynenToB ¢ CCJl

PekomeHpauumn

BoapacT: nio6oii

Boapacr: BnepBble BbICTaBNEHHbIN
JmarHos B Bospacte >50 net

My>xuuHbI: n060ro Bo3pacra

MyxuuHbl: <40 net
XKeHwumHbI: N1060ro Bo3pacrta

XXeHwuHbl: >40 net

®dakTopsbl pucka

Kypenue: 30+ nayko-net unu 6po-
cun <15 net Hasap + Bo3pact 55—
80 net

Muwesog bappetra

J30darut

Jleyenune unknopocdanom

JleyeHne mukoperonatom mode-
TUIOM

Oco0ble KIIMHUYECKMEe CUTyaLuum
AHTU-RNA nonumepasa Ill noautus-
Hblii TECT

Hayano pebtota CC1 >65 net
ArpeccuBHoe, aTUNUYHoE, pesu-
CTEHTHOE K neyeHmio TeyeHne CCL,

TwarenbHoe 06bEKTUBHOE McCe-
[0BaHMeE: BKNIOYas Nanbnaumio Mm-
$0y3noB, WHUTOBNUAHON Xenesbl; 0C-
MOTP POTOBOVA MONOCTH U JOCTYN-
HbIX CIM3NCTBIX 060N104€EK
OrpaHnyeHune KypeHus, UHcons-
unu, KOC mnn 3PrAC + curmon-
nockonus

PekTopomaHockonusi, OHKOMapke-
pbl paka nNpeacTaTensHOM xene-

3bl (PSA)

Y3U anuek

Y3U opraHoB mMasnoro Tasa, 0CMOTP
ruHekonora, MAI-Tect

ExeronHas mammorpadus

MCKT opraHoB rpyzHoit knetku

9Prac 1-3 pasa B rog,

9Prac 1-3 pasasrop

KoHTponb aHann3a mouu 4 pasa

B [OZL, LLUTONOrMS MOYM, NPK HEOob-
XOAMMOCTH — LICTOCKOMNUS
ExeroaHoe nccnefoBaHne Koxu
[lepMaTtockonom

Y3 6ptoLuHoii NoN0CTM M OpraHoB
manoro Tasa, Y3W wutoBnaHoi xe-
nesbl, MCKT ¢ BHYTPUBEHHbIM YyCH-
NEHNEM OPraHoB rpyAHON KIETKM,
OpIOLLHOI NONOCTM, OPraHOB Masoro
Ta3a, KOC, 9OrAC, N3T KT, oHko-

MoTeps Maccl Tena i oipaxex-  Mapkepsl (CA-125, CA-19-9, P3A)
HbIE CUMMTOMBI, HE KOPPENupyo-

Lye C TeyeHneM bonesHm

OHKOMNOrMYECKMit aHaMHe3 B CeMbe

WKW Y NaumeHTa
K®C — konoHodubpockonus; IO AC — a3odaropubporacTpoayoaeHoCcKko-
nus; Y3 — ynbTpassykosoe nccneposanue; MIT KT — no3utpoHHo-amuceu-
OHHas KOMMbIOTEPHas ToMorpadus.

MosisneHne cumntomos CCL y naumMeHToB NoXu-
noro Bo3pacTa aBnsetca Bo3mMmoxHbiM CIIMNC, ogHa-
KO He ucko4veHo aebioTnpoBaHme nepsuyHon CCL,
B TakoM Bo3pacTe. Kpome Toro, y naumentos ¢ CCJ,
CYyLLEeCTBYET MOBbILLIEHHbIA PUCK 3/I0KAYECTBEHHbIX
HOBOOOpa30BaHUIA, HEKOTOPbIE aBTOPbLI OMNKUCHIBA-
toT CC/ kak ¢pakTop OHKOJIOrMY4EeCKOro pucka, cBoe-
obpasHoe NpenonyxoneBoe coctosHme. Tak, obLmp-
HbIi GNBPO3, 9PPEKT ayTOAHTUTEN U NMPUMEHEHME
MMMYyHoaenpeccaHToB (0cobeHHOo unknodocoda-
MKnaa) cesi3aHbl ¢ 60n1ee BbICOKOM YacTOTOW pa3Bu-
TN oHKonaTtonormn y naumenToB ¢ CCL. B yacTHO-
CTW, CYMUTAETCS, YTO OpraHbl, cTpajamLlme oT Ypes-
MepHoro ¢nbposa, TakMe Kak erkme, Koxa n gaxe
rpynb, nogsepratoTcsa 60nee BHICOKOMY PUCKY Ma-
nurumsaunm. OgHO 13 pakoBblx 3aboneBaHUn, Ko-
Topoe accoumnpyetca ¢ CCL, — ato nmmdponponm-
depaTnBHbIE ONYX0NM (ONUCaHbl B HALWLEM TPETbLEM
KJMHNYECKOM Ciy4yae), SBAsoLWMECs, BEPOSTHO, BTO-
PVYHBIMU MO OTHOLLEHMIO K XPOHNUYECKOW CTUMYISLLIAN
B-kneTtok, npoucxoasawime Ha GoHe Te4eHUsS OCHOB-
Horo 3abonesaHus — CC/.

ornan nNiTEPATYPU

CnepoBaTtenbHo, naumeHTbl ¢ CCL, 0cobeHHOo
cTapluero Bo3pacta [37], npy BbICOKOW aKTUBHOCTU
3ab6051eBaHns, ObICTPONPOrPECCUPYIOLEM N aTUMNY -
HOM TEYEHUU, BLICOKOM TUTPE aHTUTEN K ayTOaHTU-
Tenam A0JKHbl ObITb NoABEpPXeHbl 6onee TwaTeb-
HOMY AMarHOCTUYECKOMY NMOUCKY M KOHTPOJIO MO MNo-
BOJly OHKOJIOFMYECKOM NaTonormm, ocCoOeHHO ecnun
naumeHT NPosBASET MPU3HAKM U CUMMITOMbI 060MX
COCTOSIHUI.
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MPOBJIEMA CMIBICHYBAHHA
CUCTEMHOI O CKJIEPO3Y,
CKJIEPOAEPMONOAIBEHOIO
NMAPAHEOMJIACTU4HOIO CUHOPOMY

| HEOIMJTACTUYHOIO NPOLIECY: Orndp,
JIITEPATYPU | PO3BIP KJTIHIYHUX
BUNAAOKIB

I.1O. lnonoBay, €.4. €rygina,
O.C. KanawmHikoBa

Pesiome. Y ripeacras/ieHivi cTaTTi OnucaHo TPy Kili-
HIYHWX BUNaaku AiarHOCTUKU CUCTEMHOI CK1epOo-
JAepMii Ta 3/105IKICHUX HOBOYTBOPEHb, & TaKOX IMpo-
BeEeHO aHarsli3 criBiCHyBaHHS CUCTEMHOI CK1epOo-
Aepmii, napaHeoniacTUYHNX PEaAKLivi Ta 3/105IKICHUX
nyxnvH. IMyHHI peakuii, siki 6epyTb y4acTb y natore-
He3i CUCTEMHOI CK1epoaepPMii, MOXYTb 3yMOBUTU
PO3BUTOK OHKOJIOMYHOI NaTos1orii; TOMy nauieHTn
3 pakTopamm pU3VKy LibOro 3axXxBOPIOBaHHS MOTpe-
OYI0Tb PETEJILHOIO CIIOCTEPEXEHHS 38 MOXJINBUM
HeonaacTUYHUM rpoLecom. 3 iHLIOro 6OKY, CUMII-
TOMY CUCTEMHOIO CK1EPO3Y MOXYTb OYTU MacKoH
PI3HVX BUAIB 3/109KICHUX HOBOYTBOPEHbL. [nde-
peHuialis M igionatnyHow GOPMOK CUCTEMHOI
ckaeponepmii, cknepoaepmMonogioHUM napaHeo-
IacTUYHUM CUHAPOMOM i PO3BUTKOM Paky Ha TJ1i
ayToiMyHHOI natonorii Bukavkae 6e3snid TpyaHO-
WiB. Y nepLioMy ornmcaHomy KiiHiYHOMY BUNaaKy
OyB BCTaHOBJIEHWI fjiarHO3 «igionaTtyu4Ha cucTeMHa
ckrepoaepmis» y nali€HTKy rnoxmsaoro Biky. Hessa-
XKaro4m Ha riamboKuii giarHOCTUYHWIA MNOLUYK | HETK-
roBwi nepebir xsopobu 3/105IKICHE HOBOYTBOPEHHS
He ByJ10 BUSIBNIEHO. Y ipyromMmy BunazKy cKaepoaep-
MOrogibHWVi napaHeon1acTUYHNI CUHAPOM Ae00-
TyBaB Ha TJ1i KOJIOPEKTasIbHOro paky i Burnepexan
ViOoro 3a KJiHiYHUMU riposiBaMu. Y TDeTbOMY KJTiHI4-
HOMY BUNaaKy ornncaHo PO3BUTOK HEXOOXKIHCbKOT
niMpomu Ha T71i nepebiry nepBUHHOI CUCTEMHOT
ckiepoaepmii. Kpim Toro, y cTatTi npeacraBieHuii
aHani3 AnpepeHLiiHux aiarHOCTUYHUX NPoLeayp,
sKi 6y npoBeneHi Ta npuBean 4o 0CTaToYyHO-
ro giarHoay, 3rafyrTbCs TUMY 3J105KICHUX HOBO-
YTBOPEHb, LU0 aCOLiOI0ThCS I3 CUCTEMHUM CKIle-
PO30M, MPOMNOHYETLCS aJIrOPUTM CrIOCTEPEXEHHS
nayieHTIB A/151 PaHHbOIrO BUSIBJIEHHSI OHKOJ1I0MYHOT
narosorii. llayieHTy i3 CMCTEMHOIO CKIIepoaepMi-
€t0, 0cob/IMBO CTaPLLIOro BiKY, rpv BUCOKIV aKTB-
HOCTIi 3aXBOPIOBAaHHS, i3 LUBUAKO MPOrpecyoYym
iatunoBum nepebirom, npuv BUCOKOMY TUTPI aHTU-
Tis1,0 ayTOAaHTUTIJI, HETUIMOBOIO KarlisisiPOCKOMiYHOK
KapTUHOI NOTPEBYIOTh Oi/lbLL PETESILHOIO AiarHOC-
TUYHOIO MOLLYKY | KOHTPOJIIO 3 MPYBOLAY OHKOJIOr 4~
HOI natosorii, 0cobIMBO SIKLLO NaLieHT MpPosiB/SIE
03Haku i CUMTOMM 060X CTaHIB.

Knio4oBi cnoBa: cuctemMHa ckiepoaepmis,
napaHeonIacTU4HMn NpoLLec,
cKiepoaepMonoaiOHU CUHOPOM, OHKOJOTiYHI
3axBOPIOBAHHS, AiarHOCTMKA.

ornan nNiTEPATYPU

THE PROBLEM OF COEXISTENCE

OF SYSTEMIC SCLEROSIS,
SCLERODERMA-LIKE PARANEOPLASTIC
SYNDROME AND NEOPLASTIC DISEASES:
REVIEW OF LITERATURE AND CLINICAL
CASES ANALYSIS

I.Yu. Golovach, Ye.D. Yehudina,
0.S. Kalashnikova

Summary. The article describes three clinical cas-
es of diagnosis of systemic scleroderma and malig-
nant neoplasms, as well as analysis of coexistence
of systemic sclerosis, paraneoplastic reactions
and malignant tumors. Immune reactions involved
in systemic sclerosis pathogenesis can contribute
to the development of cancer pathology; thus, pa-
tients with risk factors for this disease require care-
ful monitoring of a possible neoplastic process. On
the other hand, the symptoms of systemic sclerosis
can be a mask for various types of malignant neo-
plasms. The differentiation between the idiopath-
ic form of systemic scleroderma, scleroderm-like
paraneoplastic syndrome, and the development of
cancer on the background of autoimmune pathol-
ogy causes many difficulties. In the first described
clinical case, an idiopathic systemic scleroderma
was diagnosed in an elderly patient. Despite the
deep diagnostic search and atypical course of the
disease, malignant neoplasm wasn't identified. In
the second case, scleroderm-like paraneoplastic
syndrome appeared on the background of colorec-
tal cancer and outstripped it in clinical manifesta-
tions. In the third clinical case, the development of
non-Hodgkin’s lymphoma is described in the set-
ting of primary systemic sclerosis. In addition, the
article presents analysis of differential diagnostic
procedures that were conducted and led to a de-
finitive diagnosis; covers the types of malignant tu-
mors associated with systemic sclerosis; offers an
algorithm for monitoring patients for early detec-
tion of oncological pathology. Patients with system-
ic scleroderma, especially the elderly, with high dis-
ease activity, rapid progression and atypical flow,
high antibody titer to autoantibodies, atypical cap-
illaroscopic pattern should be subjected to more
thorough diagnostic search and control for onco-
logical pathology, especially if a patient shows signs
and symptoms of both states.

Key words: systemic scleroderma,
paraneoplastic process, scleroderm-like
syndrome, malignant neoplasms, diagnostics.
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