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Castleman’s Disease. Association
with System Scleroderma

Pestome

B cTaTbe mpegcTaBneHo HabnoAeHME pefKO BCTpevarolierocs AobpokayecTBeHHoro smméonponndepatmpHoro 3abosneBaHus — 60/1€3HM
KacTneMaHa, ¢ BbIpaXK€HHbIMU CUCTEMHBIMW CUMMTOMaMU. KAMHUYECKUWIA Cyyait NpeAcTaBaAseT UHTEPeC He TO/IbKO PeAKOCTbIO MaToNorMm, HO
N 0COBEHHOCTAMU KAMHUYECKUX MPOSABAEHWI, BKIKOYAKOLLMX MAPAHEONIACTUYECKUI NCEBAOCKNEPOAEPMUYECKUIA KAMHWUKO-UMMYHOOMMYECKINIA
CUHAPOM, KOTOPBIN paHee B KOHTeKCTe 60/1e3HM KacTiieMaHa onucaH He 6bi1, CUHAPOM PeliHO, BbIPAXKEHHYIO /IEFOYHYIO FUMEPTEH3UIO U MPeA-
nonaraembiii (He AOKa3aHHbI MOPPONOrMYECKM) BapMaHT SKCTPAHOAA/IbLHOTO MOPAXKEHUSA C paHee TakKe He HabN0AAeMOi ero oKanunsaumei
B CTEHKE CUIMOBUAHOW KULLKK.
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Abstract

The article presents an observation of a rare benign lymphoproliferative disease — Castleman's disease, with pronounced systemic symptoms.
The clinical case is of interest not only for the rarity of pathology, but also for the peculiarities of clinical manifestations, including paraneoplastic
pseudosclerodermic clinical and immunological syndrome, which was not previously described in the context of Castleman’s disease, Raynaud's
syndrome, severe pulmonary hypertension and a suspected (not proven morphologically) variant of extranodal lesion with its previously also not
observed localization in the sigmoid colon wall.
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AT — antnrena, BK — 6onesun Kactiemana, BOb — Bupyc Smmrreitta-Bapp, IBBK — ruannno-sackysapubiit BK, [JJIJIA — guacronndeckoe nas-
neune B JIA, JHK — nesokcupubonyknentosas kucnora, VIJ — unrepnerikns, VIMT — nnpexc maccsr Terma, KT — kommbiorepHas Tomorpadus,
JIA — nerounas aprepms, JII' — nerounas rumeprensusa, MBbK — mynprunentpudeckuit BapuanT bK, MCKT — mynerucnupansaas KT, MPT —
MarHuTHO-pesoHaHcHas Tomorpadust, [IBBK — mrasmoknerounsiit Bapuant BK, [I9T — mosurponHO-aMuccronHas romorpadust, POIT — paguo-
¢apmarneTraecknit npenapar, CIJIA — cucrommyeckoe masnenne B JIA, CKB — cucremuas kpacHas Bomdanka, CPb — C-peakTuBHBII 60K,
CCJIl — cucremHas cknepogepmus, LIBMIU — unromeranosupycHas nudexuns, YII9xoKI — ypecrmieBognoe IxoKI, OxoKI' — axokapauorpadus,
ANA — anTtnHyKmeapHbie anTuTena, EGF — smmpepmanpusrit pakrop pocra, HHV-8 — Bupyc repreca enoseka 8-ro tuma, HIV — Bupyc nmmyHo-
medurimra denmoseka, Ig — ummyHormo6ymus, IgG-4-CJIAIl — IgG-4-casannasn mumbaneHonarus, IL- nurepneiikin, VEGF — Backyno-suporenn-

anmbHbIIT GakTOp pocTa

AHTrHOQO/NKY/ISIpHAs TUIEpPIUIasns MuM(ATHIeCKIX
Y37I0B, M3BeCTHasA Kak 6onesHb Kactnemana (BK), saBnser-
Cs1 peaKMM ROOpPOKaYeCTBEeHHBIM IMMQONponudeparns-
HBIM 3a00JIeBaHMEM C PUCKOM PasBUTHsI HEXOKKUHCKOI
mMGOMBI, CBA3aHHBIM C PALOM OONe3Heil — OHKOJIOTHU-
YeCcKMX U ayTOMMMYHHbIX. YacTora Bcrpedaemoctu BK He
oIpefieneHa.

B orHomenun atmonoruu BK cymiecTByeT HeCKONMbKO
CUIOTe3, BK/IOYas MHQPEKIMOHHY M ayTOMMMYHHYIO.
IIpepnonaraercss yuyactue B pasButum BK mnbexiun
Bupyca OmmreitHa-bapp (B9B), Bupyca mmmynopedu-
nuta (HIV) mnn reprneca 8-ro tuma (HHV-8). [Tokaszana
npsMas CBA3b MeXAy ypoBHeM VJI-6 B CBIBOpPOTKe Kpo-
B, YYacCTBYIOIIMM B IIaTOT€He3e BOCIIAMTENbHBIX, ay-
TOMMMYHHBIX ¥ OHKOJIOTMYECKMX 3a0O0/NeBaHUil, B TOM
YJICJle PeBMaTOMIHOIO apTpUTa, M HaIM4ueM y GOIbHBIX
bK xnmHnvecknx cumntomoB [1]. B marorenese rmanmHo-
BAaCKy/IAPHOTO BapMaHTa, KaK 1, BEPOATHO, IPYrux ¢opm
BK, BaxxHasA po/b IPUHAJISKUT QOJUINKY/LIPHO-TEHIPU-
TUYECKMM KJIeTKaM, Mponudepalyus u FUCIUIAsUs KOTO-
pbIx pu coyeTaHHbIX ¢ POEMS-cruuappomMom (1o mepBoIM
OykBaM OCHOBHBIX cMMITOMOB: Polyneuropathy, Organo-
megaly, Endocrinopathy, M-protein, and Skin Changes —
HONMVMHENPONaTusA, OpraHOMeraaus, SHIOKPMHOIATHA,
M-mporenH, KOXXHble M3MeHeHMs1) GopMax IKCIpeccu-
PYeT SHIOTeNMaNbHbI BACKYIAPHBIN POCTOBOI (akTop
(VEGF), crocob6cTByIommii akTUBHOM COCYJUCTON IIPO-
nudeparnun [2].

V3 mopdonormyecknux Bapuantos 6Oonesun Kactre-
MaHa paccMaTpUBAIOT IMajanHO-BackynapHblt (I'BBK),
BCTpevaromuiics 6omee, yeM B 70 % crrydaes, U I7Ia3MOKJIE-
tounslit Bapuant ([IBBK), Ha 10110 KOTOPOTO MPUXOANUT-
cs1 okojto 30 %; MHOTA BBIJEISIOT CMEIIaHHO-K/IeTOYHBIN
(cmemranHblT) BapmaHT. OmyxoneBupHOe 0OpasoBaHuUe
npu BK s1okanmsyercsa B IpyaHON KIeTKe (KOpHe JIETKOTo)
WIN B CPEfOCTEHNN, PeXe B 3a0PIOIIMHHOM IIPOCTpPaH-
cTBe, nepudepudecknux mMMeoysnax U COBCeM PeaKo —
B /MMQOUTHON TKaHNM HOCOITIOTKM U A3bIKa, B MMHJA-
nMuHax, opbute [3, 4]. DKCKII03MBHbIE SKCTPAHOMAIbHbIE
HOPaXEeHNUA ONMCAHDBl B ITTYOOKUX MATKUX TKAHAX IPy-
AU, MM ¥ PeTPOIEPUTOHEATbHOI OO/MACTH, B MBIIIIIAX

KOHEYHOCTell, B obmactu opbut [5]. Knnundeckue Bapu-
anTel BK BKkIIOUaoT Hambosee pacnpoCTpaHEHHBIN JIO-
Ka/IbHBI (VHULIEHTPUYECKUII) ¥ PeXe BCTPedaromuiics
TeHEpa/IM30BaHHbIl — MYJIbTULIEHTPUYECKUIT BapuaHT
(MBBK). ManocuMnToMHO in OG€CCMMIITOMHO IpPOTe-
Kalollye JI0Ka/JbHble (OPMBI CBA3aHBI IIOYTU MCKIIOYNU-
TE/IbHO C MMM QaeHONaTHell OTHOI aHATOMIYECKOIT 30HBbI,
reHepa/M30BaHHble — IPOSBIAIOTCA KIMHUYECKUMU
U 7TabOpaTOPHBIMM CUMIITOMAaMI ¥, KaK IPaBUJIO, arpec-
CUBHBIM Te4eHUeM [6, 7]. MyIbTUIIEHTPUYIECKUIT KIVHU-
YeCKUII BapuaHT OOBIYHO IIPeICTaB/IeH TYICTONIOIMYECKON
KapTHMHOJ [/Ia3MOKJIETOYHOTO BapMaHTa 11 ObIBaeT CBsI3aH
¢ Bupycamu HIV, HHV-8 nn6o xapakrepusyercs Kaxk upu-
olatmyeckas MynabruneHTpudeckas bK [8, 9].

B 6onpummacTBe cnyvaes 'BBK kmmHudeckue mposis-
JIEHUSI OTCYTCTBYIOT. YBelM4eHHble MMM(OY3IIbl pas3iny-
HOJ /OKanusanyy (Hapy>KHble, BICIEPaNbHBIE) MOTYT
OBITH OVMHOYHBIMM VM PAacHoNaraTbcsl B BUAE IIETOY-
KII PacHOIOKEHHBIX PANOM Y37I0B. Y KaXKJOIO JecATOro
OONBHOTO TIPUCYTCTBYIOT KOHCTUTYLMOHA/IbHbBIE CHUM-
OTOMBI (JIMXOpajKa, KOXKHBII 3yH, HMOXyJaHMe, AVUCIeI-
CIs1, OfBIIIKA) U OTK/IOHEHVsI B 1TA00OPATOPHBIX ITOKa3aTe-
nax (runeprpoMO6OLNTO3, aHEeMNs, YBeIUYeHUe YPOBHS
C-peaktuBHOro 6enka u gp.). JIumdbazmeHomnatus cpeno-
CTeHMs1 MIN 3a0PIOLINHHOTO MPOCTPAHCTBA MOXET COIPO-
BOXK/IaTbCSl CMMITOMAMM C/IaB/I€HMs OPraHOB — KalllJIeM,
OJIBIIIKOIL, 60/sIMIL OO BBITH CTYYATHON HAXOKON IPK
npodumakTrdeckux obcnemosanusax. Ilo ganasiM MPT
win KT omyxoneBas Macca 0OHapy>kuBaeTcs B BUJE CO-
JIMEHOTO OOPA30BAHNS C YETKUM, POBHBIM KOHTYPOM,
MHTEHCHMBHO HaKaIlIMBAIOLIEr0 KOHTPACTHOE BEIeCTBO
B 06e cocypuctole ¢asnl [10].

[Tpy 1/1a3MOKIETOYHOM JIOKalnbHOM BapmaHTe BK
Hambonee 4acTo nopaxkawTcsa nuMQoysnel (OAMH WK
HECKOJIbKO) OpronrHoil momoctu [3, 6, 7], y 6onpinHcTBa
OOIbHBIX HMPUCYTCTBYIOT CUCTEMHbIE KIMHUYECKUE HPU-
3Haky 1 naboparopHele casuru. Penxuit MBBK, Bcrpe-
YalOWMIICA B CTapllell BO3PAaCTHONM TIpymme 60/IbHBIX,
IpPOTEKAaeT C BBIPAKEHHBIMU KOHCTUTYIVIOHAIbHBIMU
CMMIITOMaMH, @ TaKXKe CIUIeHOMerayel/renaToaeHanb-
HBIM CHHJPOMOM, Iepudepndeckoit mumbageHonaTnei,
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BBIPOKEHHBIMI U PAsHOOOPA3HBIMM WM3MEHEHVSIMH JIa-
6opaTopHbIX moKasatesneit [7, 11]. MynbTuieHTpudecKui
BapUMAHT MOXET 3aBepIIATbCS PEMUCCHEN, IIPOTeKaTh
C YacTBIMHU peLuAuBaMU, HOCUTb CTAOWIbHBIN Xapak-
Tep, mMb0 TPaHCHOPMMPOBATHCA B 37I0KAYECTBEHHYIO
nmumdomy.

Iuddepennunanpubiil grardos Bapuantos BK Bosmo-
JKEH NPV U3Y4eHUM MOPQOIOrNIecKOil M MMMYHOIUCTO-
XVMMUYECKOJl KapTuHBI ymanéHHoro nmmdoysna. Cyme-
CTBYOT npobmemsl guddepennnanpHoro guarsosa bK,
B TOM 4uciie MOP(OIOTIIecKye, ¢ HEXOKKIHCKOI JIMM-
¢domoit, peaktrBHOI MuMpageHonaruert, [gG4-cpsasanHoI
miMeapenonatreit (IgG-4-CJIAII) [12, 13].

Baxxnoit ocobennocTpio BK sABIAeTCA BO3MOXXHOCTD
PasBUTHUSA ACCOLMMPOBAHHBIX KIMHUYECKUX COCTOSHUIL:
CHMCTEMHBIX ayTOMMMYHHBIX VM OITYXOJIEBBIX, TAKMX KaK
HEXOMKKMHCKasi MMGPOMa, MHOXKECTBEHHAsl MIEIOMA,
nuMQOrpaHyIeMaros, a TaKkKe aMUION03a, CUHJPOMa
POEMS, numdonponudeparnBHbix 3aboneBaHmit, CBs-
3aHHbIX ¢ BYY-undexunerr nim npucyrcrsuem HHV-8
vIL-6 [2, 14, 15].

Hanudne ayTOMMMYHHBIX HapYyLIEHUIT HOKa3bIBaeT-
cs1 BcTpevaeMocTbio 1pu BK ayroanTnren (aHTMHYKITe-
apHoro ¢axkropa, anturen K JHK, x Tupeornobynuny,
mapyeTasbHBIM KJIE€TKaM, KJIeTKaM HaJIOYeYHIKOB),
pasBUTMEM ayTOMMMYHHOI TeMOTUTUYECKO} aHeMUN,
AyTOMMMYHHOI TPOMOOLMTOIIEHNY, ITIOMepyIoHeppu-
Ta [16]. BolpaxeHHBIT 1a3MOLUTO3 B MMM(AaTHIECKUX
y37aX, HAIlOMUHAIOWMII IUIa3MOK/IETOYHBIN BapuaHT
6omesnn Kacriemana, wHOrfa oOHapy)XmuBaeTcsa IIpU
peBMaToupHOM apTpute [17]. Omucansl cnydam MyabTHU-
neHTpudeckoro Bapuanta BK, nporexasiine mog Mackoii
cucreMHoll kpacHoll Bomyanku (CKB) [18]. B cmyuva-
ax compooxpatomeit CKB numdanenonarun obnapy-
JKUBAINUCh MOP(OIOrndIecKye MPU3HAKU TMaINMHO-Ba-
CKY/IAPHOIO ¥ IUIa3MOKJIeTOYHOro BapmanToB BK [19].
O6mHuoctp BcTpedaembix npu CKB m BK kamumyecknx
U, TIaBHOE, MOPQOTOrMIeCcKNX IPU3HAKOB II03BOJISIO
B psfe cmydaeB 0O6CY)X[gaTh MpoOIeMy COYeTaHUSA ITUX
ABYX 3abonmeBanmit [20].

BmecTe ¢ TeM MBI He OOHAPY>KWIN OIVICAHWSI CTy4aeB
coueranHoro Tedenus BK ¢ gpyrumu saboneBaHusAMM 13
TPYIIIBI KO/UIAT€HO30B, B YaCTHOCTH, C CYCTEMHOIT CK/Iepo-
[iepMuelt IIPU TOM, YTO CTy4an [ICeBIOCKIePOLepMUIeCKO-
TO CMHJpOMa MHOTOKPAaTHO ObLIM ONMCAHbI y MAIVEeHTOB
C MHOYXXECTBEHHOIT MuenoMoit, mmMpo6macTHoil mumdo-
CapKoOMOIt, ApyruMu mMMEOIIponndepaTuBHBIMU OMYXO-
neBpIMU TIpolieccamm [21].

[TpuBOAMM KIMHMYECKOE HAOITIOIEH e,

bonbuas @., 21 roga nocTynuaa B oTAeneHne peBMa-
TOIOrMN C XKaj06amu Ha 60N B KUCTAX PYK, IOCHHEHIE
u mobesieHNne maablieB PyK M HOT Ha XO7107e, 60/Ib B mpa-
BOM I/IEYEBOM CYCTaBe U IIIeITHOM OT/ie/le II03BOHOYHMKA,;
Ha OJBIIIKY IPU MMHUMAJbHON (PU3NYECKO Harpyske,
B IIOKOe, y4YallléHHOe cepfliebreHe; Ha IepUOAIIecKoe
HOBBbILIIEHNEe TeMIlepaTypsl Tena fo 38,0-38,5°C (max-
CUMYM IO 41°) ¢ osnobamu, CONPOBOXK/AKOLIeeCs CUIb-
HBIMM 6O/IAMM B MBIIIIIAX, LICTyIIEHUEM KOXM B 0Oma-
CTV XKMBOTQ; Ha BBIPAXXEHHYIO C/1a0OCTh, [TOBBILIEHHYIO
YTOM/ISIEMOCTb.

C BospacTa mpuMepHO 12 y1eT oTMedasna yBelIndeHue
IIeJTHBIX TMMQOY3/I0B Ha (OHE ATUTETHHOTO CYXOTro Kalll-
7151, o6cefoBanach u aedniach y prusnarpa ¢ apdexrom
BBI3JIOPOB/IEHNUS. PeHTreHO/MOrn4ecku OBUIO BBISBIEHO
nepudepudeckoe o6pas3oBaHMe 1EBOTO JNETKOTO, TPAKTY-
eMoe KaK OCTaTOYHbIe M3MEeHEeHNA CIeludIiecKoro npo-
necca. OTMedanach auleprudeckas peakiys Ha IpuMeHe-
HIle IPOTMBOBUPYCHBIX IIPENapaToB.

BonbHOI cebs cuutaeT 6omee 2 jIeT, KOrma MOC/Ie aH-
ruHbl (060CTPEHMS] THOVHOTO TOH3W/IUTA), JIeYEHHOI
aHTUOAKTepUaJTbHBIMUA ¥ HECTEPOUIHBIMI IPOTUBOBOC-
[a/IUTeTbHBIMI IIPeNapaTaMu, COXPaHs/IOCh OBBILICHIE
TeMIIepaTyphl Tena A0 GpeOpMIbHBIX U, Yepepyome-
ecsa ¢ cybdebpunmnreToM, BOSHUKIN OOMM B CycTaBax
U MBIIIIIAX, YBeTNIN/INCH LI Hble TMM(aTHYeCcKe Y3/IbL.
Oxo/10 moNMyTOpa JIeT HasaJ CTalo HMOSABIATbCA VI3MEHe-
Hue IBeTa (CHHIOIIHOCTD, IOOJIEfHEHNE) HaIbleB PYK
U HOL.

Jlo mocrymieHus B peBMAaTONIOIMYECKOe OTJeIeHVe
6pl1a 06CIeNOBaHA B OHKOIOTMYECKOM JJUCIIaHCepe C TO-
[O3peHMEM Ha HEXOKKMHCKYIO TMMQOMY: OIpeNeNsInch
nuMbaieHOaTNA LIeIHO 06/1acTH, BepXHETPYAHDIX JIMM-
¢hoysn0B, yMepeHHas CIICHOMET/INs, efUHIIHbIE YBeIn-
YeHHbIe IO MbIIIIeYHbIe 11 ITaxoBble y3ibl. Ha sA3bIke ompe-
fersimich 6e36ose3HeHHbIe a(ThL.

[TapannenbHO ObUIa IUMATHOCTMPOBAHA XPOHMYECKAs
BOb-nndexuns B mepuose akTUBALUM U IIEPBUYHO JIa-
teHTHast popma MBI BHe aKTMBAIMM IIO ITOBORY Yero
IPOBOANIOCDH CIIENMaNbHOe JedeHne. B obmjem aHanmmse
KPOBM OIpefie/IsICs HeOONIbIION HeMTPODUIbHbII JIeTIKO-
L[ITO3, YMEpEeHHO BbIpakeHHas aHeMus, yBenmdeHue COJ,
2,5-kpatHoe yBenuueHne C-peakTuBHOro 6Genmka. B co-
cxobe 13 3eBa o6Hapyxena JHK B9B, B kpoBn — Muxo-
mnasma nHeBMoHun IgA, IgG B HeBbIcOKUX 1 IgM — B 10-
TPaHMYHBIX TUTPAX, U3 3€Ba BBIE/ICH P-reMOMUTIYeCKUI
CTPENnTOKOKK. B Mouye — seitkountypus, 6emok (0,21 r/m).
O6napyxeHa runoanpbymmHemus (22,96 /1), rumepram-
marnobymaemust (57,17 %); M-poTenH B CBIBOPOTKE I B
Moye oTcyTcTBoBas. Ilo manupiM Y3V BbIABIEHDI YBENU-
yeHHble 1uMdoy3nsl men (max 46x15 mm). [Tpu KT rpyxn-
HOJ1, OPIOIIHOI IIOJIOCTeil M Majloro Ta3a yCTaHOBJICHBI:
BHYTpUrpygHas numdagenomarus (max 24,7x7,1 mm),
yBe/lIMYeHMe IIaXOBbIX, IIapaaopTaIbHBIX IUM(OY3/IOB,
y37I0B B BOPOTAax IIeYeHU, IOfB3IOLIHBIX, MapaKoInde-
ckux; rematomeranua (207x75x214 MM), CIIEHOMETaINs
(167x68 mm). ITo ganubM [I9T-KT — kxaptuHa yMepeH-
HO YBEIMYEHHBIX IMMQOY3IOB: MLICHHO-HAAKIIOYNIHBIX
M IOJMBIIIEYHBIX ¢ 00eMX CTOPOH, a TAaKXKe MeRMacTHU-
HA/IbHBIX, a0OJOMIHA/IBHBIX, Ta30BBIX, 3a0pPIOMINHHBIX,
maxoBo-OefpeHHbIX (max 20 mM), guddysHas rumep-
¢dukcanua paguodapmarenrudeckoro npemapara (POII)
B I'UIIepTPOUPOBAHHOI IMMPONFHOI TKAaHN [TIOTOYHOTO
Konbla, fuddysuslit runepmerabonusm POII B nmapenxu-
Me 6e3 IPU3HAKOB 0YaroBOCTH.

[Tpy MMKPOCKOIMYIECKOM MCCIeHOBaHNM MuMpaTude-
ckoro ysna (orpenenne remaronaronoruu Ilepsoro CII6
MefMIuHCKOro yHusepcurera uM. JVLII. IlaBnosa): doi-
JUKY/IAPHBIN PUCYHOK COXpaHEH; BO BCEX OT/e/axX y3/a —
nuMbouHble GOIMKY/IB PA3HBIX PasMepOB C YETKUMMU
TPAaHUIIAMM, JIEKAT OTAEIBHO APYT OT APYTra; HECKOIbKO
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(G ONIMKyYIOB ¢ IpUSHAKAMMU CIVMSHUS U (GOPMUPOBAHIEM
TepMMHATUBHOTO LIEHTPA HENpPaBUIbHON (HOPMBI, OIpe-
Te/sAeTcsl 3apONbIIIEBbINl IIEHTP M 30Ha MaHTWUI; B Tep-
MIUHATVMBHBIX IIEHTPAaX 30HA/NbHOCTb COXPAaHEHa, MHOTO
Makpodaros, Mexy GONNIUKyIaMu — CKOIUIEHMe IIIas-
MaTMYEeCKMX K/IEeTOK. JIMMYHOTMCTOXMMHMYECKOEe MCCIe-
moBaHMe: MMMQOUIHDbIE KIETKM (QOIUKYIAPHBIX CTPYK-
Typ akcupeccupyioT CD20; K/lIeTKu TepMMHATUBHOTIO
HeHTpa aKcnpeccupyor bel-6, CD10, sxcnpeccun bel-2
B HMX HeT; yMepeHHas npumech T-mumbornnrtos (CD3+),
KIeTKV PacHoNaraloTcs IPenMyIeCTBeHHO MeX[y ¢or-
JMMKYIAPHBIMU CTPYKTYpaMM; B PeaKIMM C aHTUTETAMU
kK CD23 pgeHppuTHas cTpoMa B 3HAYUTE/NIbHON YacTy ¢o-
JIMKY/IOB (PParMEHTAPHO OTCYTCTBYET, B PEAKIUIL C AaHTHU-
tenamu K CD21 ara KapTuHa MeHee BbIpaxkeHa; IgD map-
Kkupyer 30Hy MaHTUM; MNDA+ kneTkm pacmonararorcs
pBIX/IO B IHepudepuuecknx oTaenax (OIMKYIOB; B pe-
akumAx ¢ aHTurenamu K Iglkappa n Igllambda panHbIx
B ITO/Ib3y MOHOTUINM He TonydeHo. VIHpekc mponudepa-
uu (mo Ki-67) B GpommukymsapHbIXx cTpyKTypax (repmu-
HaTMBHBIE I[EHTPBI) BHICOKNIL, BHE IIeHTPOB He 6omee 2 %.

Pucynox. Bonvnas @. Curopom Peiiro
Figure. Patient F. Raynaud’s syndrome

BoIsiBlIeHHDIE N3MEHEHNSA, COOTBETCTBYIOT II/Ta3MOK/IETOY-
HOMY BapuaHTy 6onesHu KacriemaHa.

TemaTonormyecknit KOHCUINYM Bepuduiuposan 60-
nesHb KacTieMaHa HeTsDKENIOTo Te4eHNsA: Ha OCHOBAHUMU
TAHHBIX TMCTONIOTMYECKOTO ¥ TMCTOXMMUYECKOTO MCcCe-
mosanws, pesynbraroB KT, Y3U (xapTuHa yBeIMYeHHBIX
MQOY3/IOB, TeMaTOCIVIEHOMETans), a TAKXKe HaTUINUs
IUI0anbOyMMHEMNUY, TuUIepraMMarnobynuuemMny, de-
OpV/IbHBIX NOABEMOB TEMIIEPATYPbI Tela U OTCYTCTBIUS
M-npoTenHa B CBIBOPOTKe KPOBM 1 B MOYe.

[Tpy mocTynneHNn B OT/ie/IeHNe PEBMATOIOT M JKaJI0-
Obl Ha MOBBIIIEHNE TeMIepaTypsl Tema go 38°C, Ha 6omn
B obmacty meu GOJNble CIIpaBa, BUAMMOE yBEIMYEHNE
IIe/THBIX TMM(OY3/IOB, Ha MBIIIEYHbIE U CYCTaBHBIE 6OMNL.

CocrosAHue ynoBneTBopuTenbHoe. Tenocnoxenne HOp-
mocterndeckoe. VIMT = 22,05 kr/m> Ko)kHble MOKPOBBI
4MCTBIe, O/1eIHbIe, TYOBI CIeTKa IMAHOTHYHbL. [MmoMmms,
3aocTpéHHblil Hoc. Koxka /16a He cobupaercst B CKIAJKY.
KucTy 1 cTOIBI XOTIOfIHbIE Ha OLIYIIb, OIpeenAeTCs Iepu-
ofimdecKoe MoOIeHeHNe KOXKIU KUCTeIl 1 CTOII C TIepexo-
IOM B IIMaHO3 U/MIN 3PUTEMY, Haubosee JeMOHCTPaTHB-
Hoe BO 2-3 IajIbLiaX pyK (puc.).

3516K0CTh, OHEMeHNE Ta/IblieB PykK 1 HOT. CKlepeneMa.
Ha sasbike enmHuuHbIe 6e36onesHenHble adTol. [lanbmm-
pyOTCsl yBemudeHHble (ZO 4 CM) IneliHble, IOFYETIOCT-
Hble, TOAMbIIIeYHble MMMQOY3Ibl — IUIOTHBIE, 6e360-
nesHeHHble. Hajy M€TKMMMU NMepKyTOPHO JIETOYHBIN 3BYK,
IbIXaHNe BE3UKY/IIPHOe, OCMab/IeHHOe B HIDKHUX OTfe-
nax cnpasa. Y]] 18 B 1 munyTy. Alm 100/70 MM pT. CT.,
AJln195/70 MM pT. cT., YCC 79 B 1 MunyTYy. Ipannus! cepa-
1]a pacHIMpeHbl BIPABO, | TOH Ha BepXyIlIKe 3BYYHBII, KO-
POTKMIt cucTONMMYecKuit mym; akieHt II Tona Hap nerou-
Hoit aprepueit. JKuBor msrkuii, 6e360/e3HEHHBIN, Kpaii
HeveHM 3a pébepHOIt [yToil, Cene3séHKa He MaIbIUPyeTCs.
[TapaBeprebOpabHble TOYKYM IpU Majblalyy B IIEITHOM
orfene cmerka OojesHeHHble. CHMITOM IOIIEPEYHOTO
«CKaTusA» KUCTeN M CTOII, IPAaBOTO IUIEYeBOrO CycTaBa
TTOJIO>KUTEbHBIA.

O6mmit aHamms Kposu: 9p. 3,44x10%/n, Hb 103 r/m,
Ht 0,27, n. 11,2x10°/m, . 1%, c. 56 %, mumd. 34 %, M. 8 %,
3. 1%, tpomborr. 508x10°/1, COI 54 Mm/4.

OO6wuMit aHaAM3 MOYM: OTHOCUTEIbHASA INIOTHOCTH 1025,
pH 5,5, 6emmok 10 Mr/, neitkorutsl 6-7-10 B 11/3peHnsl.

Koarynorpamma: ABP 66 cek, I1B 11,9 cex, MHO 1,01,
AYTB 34 cex, ¢pubpuHoren 5,38 r/1, pubpuHOMMTIIECKAS
aKTUBHOCTH 11 MuH., mporpom6bun mo Ksuxy 88,8 %, sra-
HOJIOBBII TecT oTp., D-gumep 0,96 MKr/MiIL.

buoxummdecknit ananus xposu: I'TT 109 Ep/n, JIAT
305 En/n, AnAT 24 En/n, AcAT 32 En/n, D 243 Ex/n, KOK
55 En/n, KOK MB 24 En/n, CPB 12,2 mr/i1, 6em1ok o6t
106 r/n, anpbymuH 34 r/71, r0K03a 4,2 MMOJIb/ 11, GUnpy-
6uH 0611./cBa3. 8/1,4 MKMOMIb//, MOYeBMHA 4,2 MMOJIb/TI,
MoyeBasg Kucnora 390 MKMOb/7, Xene3o 6,0 MKMOJb/T,
pro/BNP 1157 nxr/mi, KpeaTHUH 62 MKMOJb/ /1. DIEeKTPO-
JINTBI KPOBY, TUIUHBIA CHEKTP, TOPMOHBI LIMTOBULHON
JKeslesbl B IIpefieflax HOpMbl. IIpOKa/lbIMTOHMH B KPOBU
meHee 0,5 Hr/M1 (OTpULIATENbHBIIT).

B xpoBu pocra Mukpodnopbl He 0OHapy>KeHO. AHTH-
HIV, HHV-8 — orpunarenpusl. Yposenb AT IgG k kancup-
HOMY aHTUT€HY BUpYca DIIITelHa-bapp MoM0XNTeNbHbI,
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IgM — orpurarensusrii, AT k panunm 6enkam BOB (IgG)
60,6 E/mn (Hopma fo 40), K spepHOMY aHTHreHy BOB —
266 E/mn (Hopma o 20).

VIMMyHONOTMYeCKMe MICC/IeOBAHNA: aHTUHYK/I€apHbIe
AT IgG TecT HONOXWUTENbHBIN, YPOBEHb AHTUAJEPHBIX
anTuTen X antureHam: SS-A/Ro, SS-B/LA, RNP 70, Sm,
RNP/Sm, nentpomepe B, Jo-1 5,8 (nopma fo 1,2). Ypo-
Benb aHTuTen K fJJHK 56,1 (Hopma 10 25). PeBMaronHbIit
¢dakrop 27 ME/mn (nonoxurenpusiii). AnT-SCL-70 IgG
OTpUIATe/IbHBI. YpoBeHb aHTUTeN IgG K IuKIMyecko-
My LUTPYUIMHUpOBaHHOMY mentupy 8,9 E/mn (orpu-
IaTenbHbI). BomuaHouHbINl aHTHMKOArynaut 1,09 ye.
(oTpuLaTeNbHBII).

OKI. CunycoBas taxmkappma (121 B mMuHYTY). Bep-
TUKaJbHOE IIO/I0JKeHMe 3/1. ocu ceppaua. Hapymenne pe-
HOMApU3aLM MUOKapAa 00/acTy BEPXYLIKM ¥ HIKHETO
otpena JDK. IIpu CM 9KI taxukapans — ot 107 go 143
(B cpemnem 120 yn/mMuH).

Ix0KI, YII9xoKI. IlmobanpHas cokpaTuTenbHas CHO-
COOHOCTb MHOKAapfia COXpaHEHa. YBeIMYeHUe IIOJIOCTH
JIEBOTO TIpeficepAus. YIJIOTHEHME CTBOPOK MMUTPaJbHOTO
K/IallaHa ¥ MOJK/IANIAaHHBIX CTPYKTYP, A0PTa/IbHbIX ITOJTY-
nynuit. IIponanc nepepHell CTBOPKM MUTPA/JIbHOTO Kila-
maHa o 4,7 MM, MuTpanbHas peryprutauus. IIpomarmc
CTBOPOK TPMKYCHINJJaTbHOTO KJIallaHa, HeJJOCTaTOYHOCTD
K/IallaHa; peryprutanus Ha KjallaHe JIeTOYHOM apTe-
pun. IIpusHaKM 3HAYUTENbHON JIETOYHON TUIIEPTEH3NM
(CIOJTA= 66 MM pr. cT., JJIJIA= 24 MM pT. CT.).

KT opranoB rpyHoOIi ONOCTH C KOHTPAaCTUPOBaHMEM:
CTBOJI JIETOYHOII apTepuu 32 MM, IIpaBas BETBb 18 MM, j1e-
Bas 16,5 MM, cocyabl KOHTPAaCTMPOBaHbl PAaBHOMEPHO Ha
BCEM IIPOTsDKeHMM. [IByCTOPOHHMIT 6a3anbHbII IJIEBPOII-
HeBMO(MOpPO3, IPAaBOCTOPOHHUII IMAPOTOPAKC, TIMIIEp-
a3V pOBaHHbIe OMQYpKalMOHHbIE TMMQOY3IIbI, IeiiHas,
HaJKII0YMYHasA, IOfMbllleyHas nuMmdaneHomarud. 3a-
K/IIOYeHMe: IIPU3HAKM JIETOYHOI TUIIePTEH3NN.

MCKT OproumHoit I0m0CTH, 3a0pIOMNHHOTO IIPO-
CTPAHCTBA, IOYEK. YIBOEHIE MOYeYHOI apTepun ¢ obe-
MX CTOPOH, HEOOMBIIO 06BEM XIUAKOCTY B MajlOM Tasy.
TenmaTocrinenomeramus. JInM¢oysibl yBeIMYeHbl B BOPO-
TaxX IeYeHM, MOAB3MOIIHbIE, MAPAKONMNIECKNE, TTaXOBbIe,
HapaaopTajbHble Y3/IbI B OOJAaCTU IIOYEYHBIX apTepuil
CIIMBAIOTCA B KOHT/IOMeparT fio 28x18 MmM. HepaBHOMepHOE
YTOIIIEeHNE CTEHOK I HEYETKOCTh KOHTYPOB CUTMOBU/IHO
KUIIKY C PETMOHAPHON MuMdajeHoIaTell, KOTopoe He-
o6xoanmo anddepeHIpoBaTh MEXAY BOCIATUTEIBHBIM
[IPOLeCcCOM 1 00BEMHBIM 00pa3OBaHIEM.

ITpy KOZIOHOCKOINM OPTaHMYeCKOil IaTOJIOTUN B CUT-
MOBM/IHOII KMIIIKe He ObIIO BBISBIIEHO.

Y3/ opraHoB GpIOIIHOI ITOMTOCTH, HOYEK: TeMaTOCIIIe-
HoMerajsg, gudQysHble U3MEHEHUA NMapeHXVMBI Iede-
HU U HOPKETyIOYHOI JKele3bl, KOHTYpHas fedopMarivis
JKETTYHOTO ITy3bIPs, B IPaBOJl IJIEBPAIbHOIN MOIOCTY XKW/ -
KOCTD TONMIIUHONM 17 MM.

3aK/IIOYNTENbHBIN KIMHUYECKNIT AMarHo3. bomesHb
KactremaHa, 11a3MOK/I€TOYHBIN BapMaHT C CUCTEMHBIMU
CUMITOMaMI, HETsDKENOE TedeHue, acCOUMMPOBaHHAA
C IPOTrpecCUPYOIMM CUCTEMHBIM CKIEPO30OM — CHUCTEM-
HOJ CKJIEpOJiepMUeEN MONOCTPOrO TeYeHMsl, BBICOKON aK-
TUBHOCTH C IOpaXKeHVeM cOCyfioB (cuHpoM PeitHo), Koxu

(ckmepenmema, MaCKOOOPA3HOCTD INIIA), IETKUX (IeTOYHAs
aprepuanbHas TUIEPTEHSWs, [BYCTOPOHHUIT 6a3ajbHBIN
IUIeBPONHeBMOGUOPO3, IPaBOCTOPOHHUIT TUAPOTOPAKC),
cepaua (KapoyoMmonaruA). DKCTPaHOIAIbHOE IIOpaXKe-
Hue (oOpasoBaHye B CTeHKe CUTMOBUIHON KMIIKM)? Vim-
MYHOJIOTM9eCKas akTMBHOCTb 0 ANA. XpoHudyeckas nH-
dexiusa Bupyca JmuteiiHa- bapp BHe akTuBannm.

Hasnauyen mnpepmuusonon (35 Mr/cyr) B cOYeTaHUM
¢ unknodocdanom 400 Mr (C MOC/IEAYIOWINM YBEINIEHN-
eM 11036l 10 600 Mr) KaXKable 2 Helenu, a TaKKe MEeHTOK-
cudumme mo 600 Mr/cyT Kypcammu, cungeHadur B gose
25 MT TPUXXZBI B IeHb, CUMIITOMAaTUYECKME CPEACTBA TP
CYCTaBHBIX 6OJIAX.

Yoke depes HefIe/II0 JIe9eHNs] YMEHBIINICS 60IeBOI CY-
CTaBHO-MBILIEYHbIl CUHJPOM, TeMIlepaTypa CHU3MU/IACH
Io ypoBHs HM3KOro cybdebpmamrera. Uepes 3 mecsna
MCYe3MM KOHCTUTYIVIOHA/IbHbIE CUMIITOMBI, yYMEHbIIN-
NMUCh ONBIIIKA M KIMHMYECKUE INPOSBIEHUA CUHIpOMaA
PeitHo, HOpManMM30BaINCh pa3Mepbl HOCTYIHBIX IajIbIIa-
vt muM¢oysnos; CIJIA cHu3nmoch ¢ 66 10 54 MM pT. CT.
Junamuka KT mokasasa HOpManmM3almio pasMepoB NIMM-
(darudecknx ysnoB IPYSHOI KJIETKH, OPIOLIHON II0T0CTI
U 3a0pIOLIMHHOTO INPOCTPAHCTBA; KPaHMO-Kay/aabHbII
pasmep ceneséHKu yMeHblmicsa co 164 mo 140 mm, Tos-
IIMHA ¥ KOHTYP CTEHKNM CUTMOBMJHON KUIIKV HOPMasn-
30BaJINCh.

O6cyxpenue

IIpuBenen cnyvait JOBONBHO PEKO BCTPEUYAIOIIETO-
ca 3aboneBanusa — 6onesnn Kactinemana u emé 6omee
penkas (IO HalIMM TaHHBIM, paHee He ONNMCAHHAs) ero
¢dbopma, codeTaromascsa ¢ IATONOTMeEN M3 TPYIIBL CU-
CTeMHBIX NOPaKeHUI COeIMHUTENbHON TKaHU — CKJIe-
ponepMuent.

CuctemMHas CK/IepofepMus, KaK U APyrye CUCTEMHbIE
peBMaTHdecKye 0Oe3HN, MOXKET BBICTYIATh B KayeCTBE
KIMHWYECKOM «MacKu» IeJIOTO psAfa IaTONOTMYECKUX
IIPOLIECCOB, CKPBIBast 3a c060iT MeTaboMMYeCKe Hapylle-
HUSA, 9HJOKpuHomatuy (mopdupuio, (GeHNIKeTOHYpUIO,
6onesup Bunbcona, cunppomsl Beprepa, Illuxana, mpo-
repyio, TUIIOTHPEO3), a TaKXKe TPYIIY OIyXOJIeBbIX 60-
JIe3HEel — CONMJHBIX OIYXOJIeil, XPOHMYECKUX JIEIIKO30B,
numornponudepaTnBHbIX mpoueccos [21], manudecrn-
pYIOLIMX B pasHble CPOKM PasBEPHYTON CHMIITOMATUKI
CKIIEpOJIEpPMUMN.

B npuBeeHHOM KIMHUYECKOM Cy4yae I1aTOJOIMA
nMOUHBIX OPraHOB HabIIOfaNach 3a 5-6 JeT [0 pas-
BEPHYTOI KapTUHBI 3a00/IeBAHNUS B BUJIE YBEIMICHHBIX
y3710B B 067acTH 11ey U mneprdepudeckoro y3moBoro ob-
pa3soBaHMA JIEBOTO JETKOT0O, pacCMaTpPUBAaEMbIX Ha TOM
aTalle KaK IPOSIBIIEHNE BO3MOXXHOTO TYOepKyI€3HOTO
mpolecca.

Cumnromsl ckinepopepmun (curpgpoM PeiiHo, K KoTO-
poMy I103Ke IPUCOEAVIHNUINCH TUITIOMUMMA, 330CTPEHHBIN
HOC, CKJIepefieMa) CTa/Iy BO3HUKATb y . Bckope moce Ie-
peHeCeHHOI aHTMHbI, BbI3BAaHHOI, BO3MOXKHO, BOb 1 npo-
TeKalolL[eil C TUIepTepMIelt, MbIIIIEYHO-CYCTaBHOI 60bIO,
MOXy/laHMeM, IMOTIMBOCTDIO, Pa3BUTMEM T'€HEPaNN30BaH-
HOIT ¢opmbl nMuMafEHOIATUN, TeaTO-CIUIEHOMETaINIL,
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¢ BoICOKUM ypoBHeM CPB, aHemneli, 1efiKOIMTO30M, TH-
neprpomborutosoM, yBenndeHuem COO, rumepramma-
[I00y/IMHEMUeN, YTO TPV Ha/IMIUM KIMHVKY Ay TOMMMYH-
HOTro (CK/IepOJiepMUYECKOro) CUHApPOMA M JJOKa3aHHOM
IIa3MOKJIETOYHOM MOP(OJIOTMYECKOM BapuaHTe ObITOo
BepnpuIMpoBaHo Kak 6Oone3Hb KacTinemaHa ¢ cucrem-
HBIMM CYIMIITOMaMl, HaIIOMMHAIOIIas MYJIbTULEHTpUYe-
ckuit (reHepanusoBaHHbiil) Bapuant bK — MBK [4, 5],
KOTOPBIIT OOBIYHO TpebyeT HpUMEHEHUsI ITIIOKOKOPTH-
KoupoB u xumuorepanuu [17]. lenes 6onesun y ©., yuu-
teiBasg aHTu-HIV (-) m HHV-8 (-), BO3MO)XHO, CBsA3aH
¢ BOb-undexumert.

Bputm TakkKe [MAarHOCTUPOBAHBI JBYCTOPOHHMII Oa-
3a/IbHBIN IUIEBPOMHEBMO(PNOPO3, JIErOYHAs IVIEePTEH3Ns
(JIT) ¢ noBsiieHneM gaBnenus B JIA, yBenndeHneM aua-
MeTpa JIETOYHBIX COCYLOB, HeLOCTATOYHOCTDIO TPEXCTBOP-
YaTOro K/IaIlaHa.

B nenom yactora Bctpeuaemoctn JII' mpu CCJI Bapbu-
pyeT ot 9 mo 65 %, pasBuBaercs JII' Mo eMHBIM C ApyTH-
MU COCYAMCTBIMHM HapyureHysamu (cuugpomoM PeitHo
CKIEpOJepMMYECKUM IOYeYHbIM KpPU3OM) MeXaHU3MaM
B pesyibraTe IPOIPeCcCUPYIOLIEr0 peMOfe/INpOBaHuA Jie-
TOYHBIX COCYZOB MEJIKOTO ¥ CpefHero Kammbpa Ha (oHe
9HJOTE/INAIBHOIO ITIOBPEXJEHMA ¥ HApPYIUeHUs perysi-
LU MEKK/IETOYHBIX B3auMopeincTeuit [22, 23]. MexaHnusm
pasutys JII, 06yCIOBIEHHBIN yBeMIeHNEM 9KCIIPECCHn
VEGF u cuHTe3a mmasMaTMyecKMMM KIeTKaMU JIETKUX
\-1lemelt MMMYHOITIOOYINHOB, NMPOAYKTUBHBIM BaCKY/IN-
TOM C obnuTepanmeil (CKIepO30M) MUKPOCOCYAUCTOTO
pycra 6su1 onvcaH npu 6omesun Kacrtiemana ¢ POEMS-
CHHEPOMOM [24].

[Tpu MMMYyHOIOIMYeCKOM 00OC/IeOBaHUY YCTAaHOBJIE-
HO Ha/IM4Me OTHE/IbHBIX MapKepoB CKIepofepMUM — aH-
TUHYKJIEAPHBIX aHTHUTE, aHTUTeNT K aHTureHam SS-A/Ro,
SS-B/LA, RNP 70, Sm, RNP/Sm, nenrpomepy B, Jo-1,
IPEeBBILIAINIX HOPMY B 5 pas, a TakKe peBMaTOMJHOTO
¢dakropa.

[Tpusnexnn BHuMaHue pesynpratsl MCKT, o6napy-
JKUBILINE HEPABHOMEPHOE YTOJIIeHMEe CTeHOK ¥ Heder-
KOCTb KOHTYPOB CUTMOBVJHOJ KUIIKY HOJO3PUTE/NIbHBIE
Ha BOCIIa/INTEIbHBII MM OITYyXOJIEBBIN POLIECC B €€ CTEH-
Ke. bbl1o BrIcKasaHO MpeIIooXKeHNe O BapMaHTe 3KCTpa-
HopanbHoro nopaxenusa npu bK. K coxanennto, cornacusa
OO/IbHOI Ha 9H[JOCKOIMYECKOe MIN JIAIaPOCKOINIeCKoe
uccaeoBanne ¢ Ouorncuert momydeHo He 6buto. OpnHa-
KO akT perpecca (MCYe3HOBEHNs) 9TOrO 0Opa3OBAHMSA
B XOfie JIeYeHN A MO3BOJIAET IPEAIIONIOKNATh BO3MOKHOCTD
JIMEHHO 3KCTPaHOHAIbHOIO 00pasoBaHus ¢ pepkoit (pa-
Hee He OICAHHOI) JIOKa/IM3aliell B CTEHKe CUTMOBUHOM
KMIIKI.

Urak, passutne y 6onbHOI ¢ 6omesHpio Kactnemana
psfa crieruguuecKnx KIMHIYeCKNX IPOSIBICHUIT CICTeM-
HOJT CK/IepOfiepMIIL: YIUIOTHEHMUSA KOXY B 00/IaCTU KICTel,
n6a ¢ popMrpoBaHMEeM TMIOMUMMNM, 3a0CTPEHHOTO HOCA,
MMMYHOJIOTMYECKMX CHOBMIOB B BHUIe AaHTMHYKIeapHBIX
aQHTUTENI U PeBMAaTOUJHOrO (akropa, HaIU4YUsA CUHLPO-
Ma PeitHo u dopMupoBaHNA JIETOYHOI IMIEPTEH3NUN IO-
3BOJIMIIM JIMATHOCTUPOBATD IICEBIOCKIEPOAEPMUIECKII
IapaHeOIUIACTUYEeCKIT CMHAPOM — acCOLMMPOBAHHYIO
¢dbopmy mopaxenns npu 6e3ycnoBHOI Begyuieit poa BK

Kak MMonponudepaTMBHOIO MpOLecca ¢ AKTUBHBIM,
HPOrPECCUPYIOLIMM TedeHueM (IIPOTHOCTUYECKU B psifie
CTy4aeB 3/I0KQY€CTBEHHOIO), XOTS MOC/IEeNHMIT (BaKT A
bopMUpOBaHMs IaPAHEOIUIACTUYECKOTO CUHIPOMa BOBCE
He 00s13aTeNeH.

3aknaroueHue

[IpencraBieHHOE HAO/IOfEHE I/IA3MOK/IETOYHOTO Ba-
puanTta 6omesun KactinemaHa, ¢ BBIpaKEHHBIMU CHUCTEM-
HBIMM CUMITOMaMJy, IPEJCTaBlIAeT MHTEpeC He TONbKO
PENKOCTBIO MATOJIOTNM, HO M OCOOEHHOCTSAMN KIMHUYe-
CKUX TIPOAB/IEHMII, BKIIOYAIOUINX ITaPaHEOIIacTUIeCKUI
NICEBJJOCK/IEPOIEPMUYECKUIT  KIIMHUKO-MMMYHOIOTHYe-
CKIIT CMHPOM, KOTOpPBINI paHee B KoHTekcTe BK omucan
He ObUI, CUHAPOM PeilHO, BBIpaXXeHHYIO IeTOYHYIO TUIep-
TEHSWIO U IIPEfIo/IaraeMblit (He JOKa3aHHBI MOpdoorn-
YeCcKM) BapMaHT 9KCTPAHOJATbHOTO MOPAXEHMs C paHee
TaKKe HeHaO/MIoaeMol ero JoKaausanyell B CTeHKe CUT-
MOBUIHOV KUILIKN.
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