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AHHOTauuA

CuctemHas cknepogepmus (CCJLl) - oTHOCUTENIbHO pefikoe UMMYHOBOCMNaNuUTeNbHoe 3aboNeBaHne, XapakTepu3ytoLleecs BacKyionaTremn, UMMYHHbI-
MW HapyLUEHMAMU U reHepan3oBaHHbIM ¢pr6PO30oM. PacnpocTpaHeHHOCTb OHKONormyeckux 3abonesanuin npu CCH coctasnseT ot 3 go 11%, yalie
BCEro Onyxonu BbIABNAIOT B IETKUX UN XKeNlyJ0YHO-KULIEYHOM TpakTe. HecMoTps Ha perynsipHoe HabnoaeHve nayuerTos ¢ CCLly peBmMaTonoros,
OHKOJTIOrMYeCKUn NpoLecc 4YacTo ANArHOCTUMPYIOT Ha NO3AHMX cTagmnax. OnucaH KNMHUYeCKUn cnyyar nauneHTkn 71 roga ¢ AgaBHUM aHamHesom CCJl,
y KOTOPOW OMyXOneBblil NpoLecc 06HaApYKeH Ha CTagunM KOCTHbIX MeTacTa3oB, a Mopdornornyeckas Bepudunkaums npeacTaBisna onpeaesieHHble
CIIOXKHOCTU.
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HOMa Nerkoro
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CASE REPORT

Difficulties in the oncology diagnosis with systemic sclerosis. Case report
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Abstract

Systemic sclerois (SS) is a relatively rare immunoinflammatory disease characterized by vasculopathy, immune abnormalities and generalized fibrosis.
The prevalence of cancer in SS ranges from 3 to 11%, with tumors most commonly identified in the lung or gastrointestinal tract. Despite regular
follow-up of patients with SS by rheumatologists, the oncologic process is often diagnosed at late stages. We describe the clinical observation of a
71-year-old patient with a long history of SS in whom the tumor process was detected at the stage of bone metastases, and morphological verification
was difficult.
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BBegeHune

CucremHnas cxrepogepmus — CClI (mporpeccupyrommit cuc-
TEMHBII1 CK/Iep03) — MO/IMOpPraHHOe 3ab0/eBaHme, IIPU KOTOPOM
PasBUBAOTCA CrieluUdecKie ayTOMMMYHHbIE PacCTPOVICTBA,

COIPOBOXKTAIOLINEC Ba30CIACTMYECKMMM COCYIUCTBIMM Peak-
LMSIMIU 110 TUITY CUHApoMa PeitHo, 061uTepupyoLLeil BaCKy/Ioma-
THEI C NIIEMIYECKIMI OBPEXAEHNSMI M aKTUBaLuelt propo-
06pa3oBaHys C U3OBITOYHBIM OT/IOXKEHVEM KOJUTAreHa B TKAHSIX.
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KIMHUYECKUIM CIIYUYAN
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Srmonorusa 3aboneBanusa HeusBecTHA. B ocHoBe marorenesa
JIeXKaT TP K/II0YeBbIX MexaHusma [1]:

1) BacKy/nomaTusA MeJKMX COCY/IOB;

2) ryMOpasbHbIe ¥ KJIETOYHbIE IMMYHHbIE HaPYLIEHMST;

3) pucoyHkuysa Guoépo61aCcTOB, IPUBOAAIIAA K M3OBITOUHO-

MY OT/IO’KE€HMIO KOMIIOHEHTOB BHEK/IETOYHOTO MaTpUKCa.

ITporpeccupyromee tedenne CCJ] mpMBOAUT K pasBUTUIO
HeOOpaTMMbIX PacIpOCTPaHEHHBIX (GMOPO3HBIX M3MEHEHUI
KOXM ¥ BHYTPEHHUX OPraHOB C HapyIIeHNeM UX (GYHKLMIL,
YTO OMIpefeNnAeT BBICOKYI0 MHBAIUAV3ALNIO OONBbHBIX M 06-
i1 TUIOXOM IPOrHO3 60se3Hn. 3a060/1eBaeMOCTb COCTABISIET
3-20 cmyyaeB Ha 1 MIH HaceneHMs B TOJ, PacIpPOCTPaHEH-
HOCTb — 30-300 cny4aeB Ha 1 MyH denoBek. CCJI yamie BcTpe-
YJaeTcs Y )KeHIIMH (cooTHomeHne 5-7:1) B BodpacTe 30-60 neT.
Oxormo 10% mareHToB 3a60/1eBAIOT B IETCKOM BO3pacTe.

Haubonee uacmuie Knunuveckue nposieneHus:

« TIOpaxeHue Koxu — 90-95%;

« heromen PeitHo — 10 90%;

« 001mas cmabocTs — Ko 80%;

o apTpanruu/muanrumu — 70-80%;

e HApyLIeHNsI MOTOPMKM >KeTyJOYHO-KUIIEYHOTO TpaKTa

(OKKT) - mo 50%;
 MHTEPCTULMATbHBIE 3a00/IeBaHNsI TETKMX — K0 80%;
o Ipyrue BUCLiepaTbHble MOPaYKeHNA BCTPEUAIOTCS pexe.

Mmmynonoeuueckas dudzHocmuxa

Ompepe/ieH1ie aHTUHYK/IEAPHBIX aHTUTEIT BBIABILAETCA 60TIee
4yeM y 95% nanueHTtos. Vccnenyiorcsa crnenumnyuyHble ayToaH-
TUTeNA:

« aHTHUTeNA K ToronsoMepase I — accounmposansl ¢ updys-

Hoit popmoit CCJI 1 BBICOKMM PUCKOM /IETOYHOr0 pubposa;

o AaHTUILIEHTPOMEpHbIe AaHTUTe/IA — XapaKTepHBI /I IMMUTHU-
poBaHHOI GopMbl 3a60/TeBaHUA C HU3KOI BepOATHOCTBIO
TTOpaXeHsA BHY TPEHHUX OPTaHOB;

e anturena Kk PHK-nomumepase III - BhiABnAIOTCA pexe,
IpeuMyliecTBeHHO npu an¢dysHoit dopme 6onesnu, u
aCCOLIMUPYIOTCA C pa3BUTMEM ITOYEYHOT0 Kpusa [2].

B pemkux cmydasx xXapaKTepHble KIMHMYECKVe MPU3HAKM
CCJI MoryT MacKupoBaTh OHKOJIOTM4ecKie 3aboneBanust (3710-
KauecTBeHHble HOBooOpasoBanusi — 3HO) [3]. Pacuopoctpa-
HeHHOcTb 3HO y nmanuentos ¢ CCJ] BapbupyeT B Npefieax oT
3 1o 11%. 3710KaueCTBEHHbIE OIYXO/IN HAPsAY ¢ MHpeKImAMM
U CEpIeIHO-COCYAVICTBIMU OCTOXHEHVMAMN ABJIAIOTCA ORHOM
U3 BeYIIUX IPUYNH JIeTaTbHOTO MCXOfa Py JaHHOM 3aboJ1e-
BaHUIL.

ITo ganueiMm EUSTAR (5860 maumentos ¢ CCJl, mpoananmu-
3MpOBaHO 234 JeTanbHBIX CTy4as) [4] BBLAIBIEHO, YTO CpPefu
HOPUYUH CMepTH 3a060/IeBaHMA COCTABIIIN:

« 3HO - 31%;

o NH(QEKIMOHHbIE OCTIOKHEHMA — 33%;

* CEepMIeYHO-COCYANCTBIe 3ab0meBanms — 29%.

CylecTByeT psf MCCTENOBAaHNI, B KOTOPbIX M3Yy4alu ac-
conyanuio 3HO u cxnepomepmun. B narckoM mcciefoBaHum
Hal[MoHa/MbHOTO perucrpa us 2040 maumentos ¢ CCIl obHa-
pyxeHo 222 manyenTa ¢ Bosuukummy 3HO [5]. ¥ myxunn
3a6071eBaeMOCTb OHKOJIOTHeNl BbImle. JacTo BBIABIAINCH paK
JIETKMX, OHKOTeMaTO/Iorndeckye 3abo/ieBaHus. YdueHble YHU-
Bepcutera J[>koHa XOIKMHCA B3SUIM TPYIIY NAIMEHTOB, Of-
HOBPEMEHHO CTPAfAOLINX OHKOJIOTMel (PaKOM MOJIOYHOI
JKee3bl, PAKOM ANYHMKOB U pakoM yerkux) u CCII. Y xaxmo-
TO ManyeHTa usydmnm Hannaue TunyaHex g CCII anTnTer.
ITpomeMoHCTpUpOBaHa TeCHasA BpeMeHHas CBA3b MEeX/y Hava-
JIOM CKJIepOfiepMUM U BBIAB/IEHNEM OHKOJIOTMM y TeX NaIjyieH-
TOB, Y KOTOpbIe onpefiesisi aututena k PHK-nonmumepase I/111.
B nccnenoBanny taxoke nsy4dam GparMeHTbl OIyXOJIeit: ¥ Beex
TaIMeHToB, KTo umen antutena kK PHK-nonumepase, B onyxo-
JIeBBIX KJIeTKaX OOHapy>keHa MOBBIIIEHHAs SKCIIPECCHs 3TOTO
depmenra [6].

Takme pesynbTaThl HATa/KMBAIOT HA JIOTMYECKYIO IEMOYKY:
pasBUTHE OIYXOMM C SKCIIPecCuell aHTUI€HOB BBISHIBAET MM-
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MYHHBIII OTBET C 06pa3oBaHMeM CIennpIIecKix aHTUTeN, YTO
Biieder 3a coboit passuriie CCJ/l. 910 1M03BONAET BHIIBUHYTDH
TEOpHIO O TOM, 4To ayToaHTurena k PHK-nmomumepase I/111 saB-
JIAIOTCA MapKepaMy 37I0KaueCTBEHHOCTH Y TIaIMieHTOB C HeflaB-
HO IMAarHOCTMPOBAHHOMN cKiepopepmuelt [6]. laHHOE mpenmo-
NIoKeHMe TpebyeT IOATBepKeHNs Ha 6o/ee KPYIIHOI BEIOOpKe
HAIVIEHTOB C PaCUIMPEHHO KOHTPOIbHO OMy/IALEL.

Accommanyio passutusa 3HO y nmanuentos ¢ CCJIl u nosu-
TUBHOCTbIO IO aHTUTeNaM K PHK-nonmmmepase nopreepxpaer
elle OZHO OpUTAHCKOE KOTOPTHOE McCaefoBaHue [7], B KOTO-
poM m3 2177 manuentos ¢ CCJl obnapyxeno 154 (7%) cmy-
yag 3HO, 4To comocTaBMMO C JaHHBIMU IPERbIAYIINX MC-
C/IeMOBaHMIT. YCTAHOBJIEHO, YTO TIO3UTUBHOCTD TI0 aHTUTEIAM
k PHK-monnmepase maBama B 6 pa3 6ojiee BBICOKME MIAHCHI
pasBuUTHS paka B TedeHMe 36 Mec ¢ MoMeHTa Havana CCJl mo
CPaBHEHMIO C TeMI, § KOTO OTCYTCTBOBA/IM 3TV aHTUTeNa [6].

Omnkororndeckoe 3aboneBaHue MOXeT OBITb JMATHOCTUPO-
BaHO:

« iepeq osiieHueM cummromon CCJl;

* Ha 3Tane ycTaHosnaeHus auarnosa CCJI;

e CITyCTsI TOABI TOC/Te TocTaHoBKM AuarHosa CCJI [8].

ITpu mepBBIX ABYX BapMaHTaX CTOUT PaCCMOTPETb BO3MOXK-
HOCTb IIApaHEOIIACTUYECKOTO CUHJpPOMa, KOIfa IepBUYHA
OITyXOJ/Ib, KOTOPasi BbI3BIBAET CKIEPOAEPMOIIOOOHBIE M3Me-
HeHMA KOXH [2, 3]. B MHBIX C/Ty4asx IepBUYHON MOXKET OBITh
CK/lepofiepMusi, a 37I0KadeCTBeHHas: TpaHCHOpMAIsi MOXKET
SIBJIATBCS CTIEACTBYEM IJIUTEIbHOTO IIOBPEX[EHUS OPTaHOB
07, BO3[EMCTBMEM XPOHMYECKOTO BOCHaneHms u ¢ubposa
WM LUTOTOKCHYeCKON Tepamuu. B Takom cnyyae 3HO yame
IOVMATHOCTUPYETCs CIIYCTs TOAbI IOC/e MOCTAaHOBKM JMarHO3a
CCII (nanbornee gacTo - yepes 2-3 rofa IOC/IE YCTAHOBIEHNS
IUarHosa).

Ienp - npencraBuTb KIMHUYECKUII CIy4all BbIABIEHUS
3HO Ha no3gHMX CTaAMUAX y MAIMEHTKU ¢ XPOHUYECKMM MHO-
ronetHuM TedeHyeM CCJ], HecMOTpst Ha perynsipHoe aMbyra-
TOPHOE U CTAI[MOHAPHOe 00CIeoBaHue.

KnuHunuyeckun cnyvanm

ITaumentka C., 71 rop, IOCTyIu/aIa B OTAE/IEHNE PEBMATOIIO-
TU C >Kamobamu:

 Ha MHTEHCUBHbIE 60/IN B IIPAaBOM KOJIEHHOM CYCTaBe B Te-

YeHMe BCero AHA U Houbko (1Mo BusyanbHol aHamorooit
nKase — 9 6annos);

o IIPUITYX/IOCTD U TUIIEPTEPMMIO KOXKHBIX IOKPOBOB Hafl Cyc-

TaBOM, OTPaHMYEHME ABVDKEHUI B CYyCTaBe;
e YyBCTBO OHEMEHMA U IIOXOJIOflaHNsA Ia/blieB BEPXHUX U
HIDKHJX KOHEYHOCTel;

* SI3BOYKJ HA KOHYNMKAX TIA/IbLeB 00eUX KUCTelL;

e TIEPMOAINYECKYIO U3KOTY;

* OIBILIKY PV YMEPEHHOI PpU3MUecKoil Harpyske.

V3 anaMHe3a XM3HM M3BECTHO, YTO IAIVIEHTKa POAWIach B
1953 r. B I. MockBe, pa3BuBaacb COOTBETCTBEHHO BO3pPaCTYy.
ITpodeccnoHanpHbIX BPEFHOCTENl He MMeIa, B HACTOSILINIA
MOMEHT Ha IeHCMM. BpefHble HPUBBIYKM OTCYTCTBOBAJIN.
B anneproanamHese — HellepeHOCMMOCTD NeHNIVITNHOB. Ce-
MeIIHBIIl aHaMHe3 He OTATOLIeH. B epeHeceHHBIX 3a00/1eBaHN -
AX — A3BeHHas 00JIe3Hb [[BEHA/[IIATUIIEPCTHON KVIIKY C 3MIU30-
IoM npoboeHus A3BbI ¢ HOCTERyOMNM yinBanueM (1994 r.),
ayTOMMMYHHBIN TUPEOUINT.

Anamue3 3abonesanus. Ianuentka cuuraer ce6a 60MbHOIN
¢ 33 ner, Korfia cTajlia OTMeYaThb YyBCTBO OHEMEHMA KOHYMKOB
HajblieB PYK Ha XO/Mofie. 3aTeM CTalM MOABIAThCA 60Jb U TO-
CUHEHUe Na/IblleB KMCTel Ha X0/I0fe, YIVIOTHEHNE KOXXY NajTb-
1es. B 1990 r. suarnoctuposana CCJl, Ha3HaYeHbI COCYAUCTbIE
IIpernaparsl ¥ IpefHU30/10H 10 MI/CyT C TOCTeNeHHbIM CHIDKe-
HIEM JJ03bI BIUTOTB {0 OTMeHBI. B 1994 1. mosiBunace pgucdarns,
BHOBb Ha3HauyeH MIPEJHI30/I0H B fo3e 25 MI/CyT, Ha (oHe Jero
PasBUIOCH IpoOOeHNe SA3BBI [BEHAMIATUIIEPCTHON KUIIKY C
IOCTIelyIOIVIM YIIMBaHMEM M OTMEHOJ IpeiHM30/I0Ha. B anb-
HelimeM cuHApoM PelfHO mocTeneHHO mporpeccuposan, pas-
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Puc. 1. MPT npaBoro KosieHHoro cycraBa. [1p13Haku acentunyec-
KOro HeKpo3a MbiLLiesika npaBol 6ejpeHHOI KOCTH C AeMapKaLMoH-
HbIMW IMHUAMUA.

BUJICA OCTeONN3 Horresolt gananry 11 manblia 1eBoit KUCTY, Ha
KOHYMKAX MajIblieB Ha4ya/lu MOABIAThCA A3BOYKYU U PyOUMKIY,
6eCIIOKOM/IN MUAITMY B MBILIIAX IIJIEYEBOrO I05ICa, apTpa-
run B KUCTAX. [lomydana Masnble fo3bl IpegHN30/10Ha. B 2004 .
IPUCOERUHNIACH OfbIIIKA TIPM YMEPEHHO! (PUIUYeCKOl Ha-
rpyske. C 2005 1. Hab/mofaeTCs B peBMaTONOIMYECKOM OT/e-
nenvy YKB Nel ®TAOY BO «Ilepsriit MI'MY nm. MI.M. Ce-
yeHoBa» (CedeHoBckmit Yuusepcurer). K stomy momeHTy
copMupoBacs «KiuceT» BOKPYT pra. BiepBble HasHaueH Iie-
HUIWUIaMVH B fo3e 500 Mr/cyT B KadecTBe aHTU(UOPO3HOI
Tepanuiu, Ba30NPOCTaH U aMJIOAMUIINH — B KaueCTBe COCY[U-
cToit Tepamuu. B mocnenyouye rogbl NalyieHTKa MepUOIN-
4eCKM TOCIUTAIN3VNPOBAIACH [/ 00C/IeOBAH, IPOBEfIeHIUS
KyPCOB COCYAMCTON Tepalny M CEeaHCOB TIMUIepOapudecKoi
OKcureHaryu. 3abojeBaHMe XapaKTEPU30BATIOCh MEJIEHHO
IIPOrpeCcCUPYIOLIMM TedeHMeM C ITOCTENeHHbIM HapacTaHUeM
CUMIITOMATHKI. B KauecTBe IOCTOSAHHOM Tepanuyu MpYHUMAIA
nenuuuanamus 500 mMr/cyT, amnopunui 10 mr/cyT. [Tocrenen-
HO oTMeHWIa eHuiiaMut K 2021 1. B xonne 2022 r. B ¢BsI-
31 C INIPOrpeccHpOBaHMEM MHTEPCTULMATBHOTO MOPaXKEHUs
JIETKMX MHULIMMpPOBaHa Tepamus nukaopochamumom 400 mr
BHYTPUBEHHO KalleJIbHO eXeMecA4yHo. Torpa ske maiyeHTKa
IpeFbsBUIA XKaTOOBl Ha OOMM B HIDKHMX KOHEYHOCTSIX IPU
xonpbe, OTMEYanoch IOCMHEHME OOMbIIOrO Iaablia JIEBON
cronel. IIpu 06cmenoBaHNM BBIABICHBI KPUTUYECKUIT CTEHO3
JIeBOJL TIOLIKO/IEHHON apTepuy M OKKIIO3MsA IepefHeil 60Ib-
1e6epIIoBOIt apTepui, B CBS3M C YeM BBIIIOIHEHA OajIOHHAs
aHryonyactuka. B 2023 r. npu MynbTUCIMPANbHONM KOMIIBIO-
teproit Tomorpapun (MCKT) 6paxmonedanbHBIX apTepuil
BBISIBJIEHbI CTEHO3bl BHYTPEHHMX COHHBIX apTepuit ¢ 00eux
CTOpoOH: crpaBa — 1o 63% (mo ECST), no 40% (mo NASCET),
cneBa — 10 38% (mo ECST), no 8% (mo MA3CET). B deBpane
2023 r. B CBSI3Y C HATHOEHNEM HATOITHIIIA Ha OO/MBIIOM I1a/lb-
1je JIEBOIT CTOIIBI OTMEHEHBI IMKI0POChaMuy, 1 IpeRHU30IOH,
BIIOC/IEfICTBUY Ha3HaYeH MyKodeHomara moderm (Cemncernr)
B fose 1500 Mr/cyT. [Ins ycunenua cOCyMCTOl Tepamuy Ha-
3HaveH cungeHadun 50 Mr/cyT. Yepes roy maljyeHTKa caMOCTO-
SITEeTIBHO OTMEHNIA CETIJICETIT ¥ BO30OOHOBIIIA TIPYeM ITeHIINII-
mamyHa 500 Mr/CyT, MOTMBUPYA y4dllell IePEHOCUMOCTDIO.
Ha sTom ¢oHe 0TMeuasna yMeHbIlIeHe OFBILIKY U YBeIMIeHIe
TOJIEPAaHTHOCTM K (pu3NYecKuM Harpyskam. B kowue 2023 r. B
IUTAHOBOM IOPsIfiKe aMOYIaTOpPHO IIPOBEJEHBI TaCTPO- U KO-
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TIOHOCKOIMNS, TI0 JAHHBIM KOTOPBIX M3MEHEHUII CTU3MUCTON He
BBIAB/IEHO. B nrojie 2024 1. BO3HMK/IM MHTEHCUBHBIE OO/, ITPU-
IyX/JI0CTh ¥ CKOBAHHOCTb B IIPAaBOM KOJIEHHOM cycTase. Ilpu-
HIMasla pasinyHble HeCTepOuHbIe IIPOTHBOBOCIIANTNTETbHbIE
npenapatsl 6e3 a¢pdekra. B okrsbpe 2024 1. rocnmnranusupo-
BaHa B peBMaronorumdeckoe orpenenne YKb Nel ®TAOY BO
«Ilepspiit MITMY um. .M. CeuenoBa» (CeueHOBCKUII YHU-
BEPCUTET).

IIpu nocmynnenuu: oblllee COCTOSHUE CpefHeNl CTEIeHN
TSAXXECTH, TeMIIepaTypa Tela — B IIpefeaX HOPMbI, KOXKHbIe
IIOKPOBbI €CTECTBEHHONM OKPACKM, YUCThIE, YMEPEHHOM BIIaX-
HOCTM, OTMEYAIOTCAA MHO>KECTBEHHbIE TeIeaHTMIKTA3UM, «KU-
ceT» BOKPYT pTa, TpodUdecKue M3MeHeHUsT KOXI JIEBOTO TO-
JICHOCTOITHOTO CYCTaBa, JUIMTa/IbHble PyOUMKM Ha Iajbliax
KUCTelt, IposBieHusA cuHapomMa PeliHo, ocTeonns AucTanbHOI
¢dananry II manbia nepoit xkuctu. IIpy aycKymbranyum merkux
ABIXaHUe 0CIab/IeHO, KPeUTalNsA B CPEHNX 1 HVIDKHUX OT/e-
JIax JIETKUX ¢ 06enx cropoH. SpO, — 96%, 4acToTa AbIXaTeNb-
HBIX ABVDKeHMIT — 20 B MuHYTY. TOHBI cepAilia AACHbIE, PUTMUY-
Hble, IIYMOB HET, apTepuanbHoe fasnenne — 110/70 MM pT. CT.
YacToTa cepieyHbIX coKpamieHuit — 71 yu/mun. JKuBot mAr-
Kuit, 6e360/1e3HeHHbIi. [ledeHb U cele3eHKa MEPKyTOPHO He
yBenudeHpl. CHMIITOM IIOKONAaYMBAHUA — OTPUIIATENbHBIN.
Cryn u MOYEMCIyCKaHNE — B HOPMe.

OTMeyaTcsA 3HAYNTETbHAA 00/IE3HEHHOCTD M IIPUITYX/IOCTD
IIPaBOro0 KONIEHHOTO CycTaBa. OrpaHnyeHbl IepefBIDKEHNS B
CBS3M C MHTEHCUBHBIM 6OJIEBBIM CHHPOMOM (IIepefiBUraeTCs
Ha Kpecrie).

JlaGopaTopHOe N MHCTPYMEHTaNlbHoe
o6cnepoBaHue

B aHanmM3ax KpoBM: SHAYNUTE/IbHOE IOBBIIIEHNE OCTPOBOC-
[IAJINTENIBHBIX MapKepoB (CKOPOCTb OCefaHUs SPUTPOLM-
TOB — 53 MM/4, C-peakTUBHBII 6e10K — 97 Mr/1, GubpuHoreH —
6,69 1/11), 3HaUUTeNIbHOE MOBbILIeHNe [I-nuMepa — 3,53 MKI/MII,
BBICOKAsi IMMYHOJIOT/9€CKasi aKTUBHOCTD (QHTUMHYK/IEAPHBII
dakrop - 1:2560).

B cBA3M ¢ BBIpQKEHHBIM apTPUTOM IIPABOTO KOJIEHHOTO CY-
CTaBa A/t ICK/TIOYeHsI THOHOTO MPOLiecca BbIIIO/THEHa TYHK-
LU C MCCIE{OBAHVEM CMHOBUA/IBHON >KMKOCTH: BbISIB/ICHBI
BOCIIA/INTEbHBIN XapaKTep M3MeHeHMiT (JIeIKOLNUTHI MOKPHI-
Ba/IM BCe IOJIe 3peHM, HeliTpodues), IpUMech KPOBH, K/IeT-
ku 3HO He ob6HapysxeHsl. [Ipu moceBe pocta MUKpodIops! He
0b6HapyKeHO.

ITpyu mombITKe NPOBefeHNs MATHUTHO-PE30HAHCHO TOMO-
rpacdun (MPT) npaBoro KoneHHOro cycraBa (13-3a BBIpa)KeH-
HOTO TpeMopa IPaBoOli HOTYM MCCIeNOBaHNe MPEKPAIeHO O-
CPOYHO) YAA/I0Ch HMOMYYUTH JIAIIb HECKOTIBKO M300pakKeHMit,
Ha KOTOPBIX MATONOTMYeCKye M3MeHeHMs HAOMMHAIM TIpK-
3HAKM ACENTMYECKOr0 HeKpo3a MblIle/IKa paBoit GefpeHHO
KOCTH C JileMapKalMOHHBIMI IMHMsIMH (puc. 1).

Ha snexTpoxapayuorpaMme 3Ha4MMbIX HApYLIEHUII PUTMA,
IIPOBOAYIMOCTY U M3MEHEHUII KOHEUHOI! YaCTH >KeTyTOYKOBO-
T0 KOMIIZIEKCa He 3aperMCTPUPOBaHO.

ITo paHHBIM 3XOKapayorpaduy 3HAYMMBIX M3MEHEHMI CO
CTOPOHBI CepALIA He BBISB/ICHO.

BbIno/THeHa peHTTeHOCKOIMs IMIIeBOfia M XKeMyAKa ¢ KOH-
TPacTUpPOBaHNEM, Ha KOTOPOIf OTMeYanach pe3Ko BEIpaKeHHAA
TUIOTOHNS IMIEBO/A.

ITpu racTpockommy BBIABIEHbI aKCUATbHAs KaphuanbHas
IpbDKa C MpU3HAKaMM TaCTPUTA M IIOCTeACTBUA XUPYprudec-
KOTO JIe4eH st IPOOOHOI A3BBL.

ITpu nccenoBarmy QyHKIUM BHEIIHETO AbIXaHWsI HAPYILIEHNI
JIETOYHOIT BEHTWIALMU HE BBIABIEHO (00beM POpCHpOBaHHOTO
BBIJIOXa 32 1-I0 CeKyHAy/dopcupoBaHHas >KU3HEHHAsA eMKOCTb
JIerK1X — 75%, 06beM (POpCHPOBAHHOTO BBIIOXA 32 1-10 CEKYHAY —
88% ot OMKH., HOpCHpPOBaHHAs KMSHEHHAs eMKOCTb JIETKIX — B
IIpefiefiax BO3PACTHON HOpMbI — 91% OT JO/KH. )

ITIpu KT opranos rpynnoit knetku (OI'K) ob6HapyskeHO
06pa3oBaHye HIDKHENl [OAM IIPAaBOTO JIETKOTO pasMepamu
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Puc. 2. KT OTK. Busyanusupytotca o6pasoBaHune HKHen Jonu
NpaBoro Nerkoro, y4yacTkn GopMUPOBAHUA COTOBOTO JIETKOTO
B HVKHUX OTfienax oboux nerkux, aectpykuusa VIl pebpa cnpasa.

Puc. 3. KT OTK B carmtTranbHOI NNOCKOCTH.

55x40 MM C HEPOBHBIMM HEYETKMMM JTYyYUCTHIMU KOHTYpa-
Mu. B BepxHeil mose ImpaBoOro JerKOrO BU3Ya/M3MPOBAINCh
IBa KOTbIIEBUIHBIX O4ara pasmMepoM 4,5 MM. B HIDKHMX fo7AX
000UX JIETKMX, CyOIIIeBpa/IbHbIX OT/e/aX BEPXHUX JIONelt U B
CpefHelt joJle CIIpaBa OIpefe/sUINCh YIacTKu GpopMupoBaHms
COTOBOTO slerkoro. MeguacTuHabHas muMbageHonaTs. [le-
crpykuus VII pebpa crpaBa, BepOATHO, BTOPUYHOTO XapaKTe-
pa. Ilpu npeppipymem nccnegosanuy ot 25.04.2023 ovarosble
U3MEHEeHMsI He BBIABJISUIUCDH, MMEJIVICh JIMIIb IPOSIBICHNS VH-
TePCTHULMATIBHOTO IOPaXXeHMst JIeTKux (puc. 2, 3).

BoimoniHeHa OGPOHXOCKOMMS: MAKPOCKOIIMYECKUX M3MeHe-
HUIT GPOHXMANBHOIO JepeBa He BBIABIEHO, AMATHOCTUPOBAH
ABYXCTOPOHHMII KaTapa/lbHblil 9HZOOpoHxut. IIpoBeneH 3a-
60p 6pOHX0A/IPBEOJLIPHOTO CMBIBA. IIpy MUKPOCKONMYECKOM
MCCIIeNOBaHNM JTAaBAKHOI XXUAKOCTY TaHHBIX 3a crenubude-
CKYI0 MHQEKIUIO, acepruiIe3, Heol/TaCTUYeCKe MPOIIeCChl
He BbIsIBIIEHO. [Ipyt 6aKTep1roIOrnIecKoM NCCIefOBAHUMA POCTA
[IATO/IOTNYECKOI (DIOPBI He MOy deHO.

C 1enblo UCKIIOYEHUA TyOepKyIe3HO! MHGpEeKINN BBIION-
HeH T-spot. Pesynbrar — oTpuIaTeNbHbIiL.
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Puc. 4. OcteocymHTUrpadusa. Oyarm Natonornyeckoro HakomnaeHus
paanodapmnpenapata B anaduse npaBon 6eapeHHON KoCTu, snndu-
3e npaBoi nneyeson kocTu, VIl pebpe cnpasa u L, no3BoHKe.

Puc. 5. MCKT OlK c BHyTp1BEeHHbIM KOHTpPacTMpoBaHUeM.
HepaBHOMepHOE HaKomM/eHre KOHTPACTHOrO Npenapara B 06pa3oBa-
HUW HUXKHEIN AONW NPABOTro IErkoro.

Jl71s yTouHeHMs reHesa KOCTHO-/IeCTPYKTVBHbIX M3MEHEeHMIt
BBIIIOJIHEHA OCTEOCLMHTUTPadus, BBIABIEHBI OYaryu MaTOJIO-
TMYECKOr0 HAaKOIUIeHUs papuodapmMipenapata B puaduse
[IpaBoit beapeHHol KOCTH, anndu3e IpaBoil IIeueBoil KOCTH,
VII pe6pe cupaBa u L, nosBouke (puc. 4).

C uenpio panpHeiniero oHkomomcka sbimonHeHa MCKT
OT'K, OproIIHOI IIOZIOCTY M MAjIoro Tasa ¢ BHYTPMBEHHBIM
KOHTpacTHpoBaHueM. BpiasneHHoe mpu HatusHoi KT 06-
pasoBaHMe HIDKHEN! MOMM IIPABOTO JIETKOTO HepaBHOMEPHO
HaKaIlIMBajI0 KOHTPACTHBIN Ipenapar, 4TO MOATBEPAMUTIO €To
37I0KaYeCTBEHHBI TeHe3. KOHTpacTHLI Npemapar TakXe Ha-
KaIUIMBAJICS B yBeIMYEHHBIX TMM(OY3/Iax KOPHs MpaBoOro Jier-
koro, VII pebpe cnpaBa u L, mosBonke. B VI cermenTe neuenn
BBISIB/IEHO 00pasoBaHye pa3MepoM 7 MM, BEPOSITHO, BTOPUY-
HOro xapakrepa (puc. 5).

ITpu MCKT KoneHHbIX CyCTaBOB BU3YaaM3MPOBAIUCh BbI-
pa’keHHbIe U3MeHeHMsI KOCTHOI CTPYKTYPbI pasMepaMy OKOJIO
43%36x75 MM C MHOXXeCTBEHHBIMY YYaCTKaMy paspeskeHnA U
TeCTPYKLIMU KOPTUKAIbHOTO c/os. ITonydyeHHas KapTuHa co-
OTBETCTBOBA/IA METACTATUYECKOMY IOPAXEHMIO IMpaBoil bef-
penHoit KocTu (puc. 6).

IIpoBeieH KOHCMIMYM B COCTaB€ DPEBMATONIOTOB, TOPa-
KaJIbHOTO XMPYPra, TPaBMaTO/IOTa ¥ OHKOJIOTA. 3aK/IIYeHe
KOHCUINYMa: IIOpa’keHMe KOCTell CKe/leTa, MeacTUHATbHBIX
MUMQOY3IOB, IeYeH!, BepOATHO, HOCUT MeTacTaTUIeCKU
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Puc. 6. MCKT KoneHHbIX CycTaBOB. B13yann3npyoTca BbipakeH-
Hble N3MEHEHUA KOCTHOW CTPYKTYPbl C MHOXECTBEHHbIMU yyacTKamu
paspexeHna N JecTPYKLMU KOPTUKanbHOro CNos.

XapakTep C IEPBUYHBIM OYaroM B HIDKHeN [o/ie IIPaBOro
nerkoro. lleecoobpasHo mpoBefieHNe ero OMONCUY, OfHAKO
¢ yuetoM muddysHoro mopaxennsa nerkux B pamxax CCJJ
OUOIICKA JIETKOTO CONpsKEHA C BBICOKMM PUCKOM OCTIOX-
HEHW1, I09TOMY pelLIeHO BBIIOTHUTD OMONCKIO GelpeHHO
KOCTHM C TOC/IEAYOMM MMMYHOTUCTOXMMMUYECKUM UCCIIeO-
BaHUEM.

KnuHunyecknin gnarHos

Ocnosnoe 3abonesanue. CCJl XxpoHMYECKOro TedeHus, fud-
¢dysHas ¢dopMa ¢ IMOpaKeHMEeM KOXU (CKIepOfaKTUINA, Au-
TUTa/IbHbIE PYOUMKIM), CYyCTaBOB (apTPUTHI, apTPAITNU B aHA-
MHese), coCyfioB (cuHApoM PeitHO, AMTUTa/IBHBIN apTEPUMNT,
TeNeaHTMIKTA3MM, OCTEONN3 AUCTanbHOI (amanru II manpija
nesoit kuctin), JKKT (rumotoHus muieBopa), merkux (¢pubpo-
3UPYIOLNIT a/IbBEOIUT ¢ POPMUPOBAHNMEM «COTOBOTO JIETKO-
ro»), aKTUBHOCTb BbICOKas.

Konxypupyrousee 3abonesarue. ObpasoBaHme HIDKHE JOIN
IIPaBOrO JIETKOTO, C IOpa)keHneM MMMGOY3TI0B KOPHS JIeTKO-
ro, Bropm4HbIM nopaxxeHneM kocreit (VII pebpa crpasa, Tena
L, 103BOHKa, IpaBoit OeIpEHHON KOCTH) U IIeYeHN.

Conymcmeyrouiue  3abonesanus. lacTpossodareanpHas
pedrmiokcHasa 60mesHb: IpbKa MMIIEBOJHOTO OTBEPCTHA AMa-
¢dparmsl, XpoHMYecKuit 930¢arut. SI3BeHHas 60/1e3Hb IBEHA]-
HaTunepcTHoi Kumku. Onepauusa ymmBaHus sA3Bb B 1994 1.
Jucnunupemus. ATepockiepo3 aopTsl U OpaxmoriedanbHbIX
aprepuit (CTeHO3bI BHYTPEHHMX COHHBIX apTepuii CIpaBa — 0
63%, cneBa — 1o 40%), apTepuit HYKHUX KOHEYHOCTel (crpa-
Ba — CTeHO3 061eit 6egpenHoit aprepunu — 30%, IOKONIEHHOI
aprepuu — 70-75%, OKK/II0311s1 3afiHeil 60/IblIe6epIiOBOIL apTe-
puu, CrieBa — pecTeHo3 NofiKoneHHol aprepun 80-85%, OKK/IIo-
3us mepenHeil 6onbuiebeproBoit aprepun). CocTosiHME TIOCTe
6a//IOHHOI AHTMOIUIACTVKIM M CTEHTVPOBAHMS HOKOIEHHO
apTepuM U apTepuil rofeHy cneBa. XpoHMYecKuii ayTOMMMYH-
HBIIl TUPEOUAUT C MICXOZIOM B TUIIOTHPEO3.

B cranuonape manmeHTKa HOTy4ana aHTU(UOPO3HYIO Te-
pamuio (meHuumuiaMuH 500 MI/CyT), COCYAUCTYIO TEPAINIO
(ammopgumuH 10 MI/CyT ¥ BHYTYpUBEHHO MHQY3UM HEHTOKCH-
dwmHa 2% 10 5 Mt Ne10). C nenmpio 06e360/1MBaHMs IpUMe-
HSUINCDH pas/MYHble HECTEPOVAHBIE IIPOTUBOBOCIIANNTE/IbHbIE
Ipenaparbl M aHaJIbIeTUKN C KPATKOBPEMEHHBIM 3(h(deKTOM.
B KkauecTBe aHTUKOAry/IsIHTHOJI Tepanmuy HasHa4eH alMKca-
6an 2,5 mr 2 pasa B cyTku. IToc/ie BbISBIEHNUS] OYATrOBBIX W3-
MeHeHMiI B ylerkux npu HatuHoi KT u rHojtHOro Xapakrepa
JIABOXKHOI XXUAKOCTH TI0 COMIACOBAHMIO C KIIMHMYECKUM ap-
MaKOJIOTOM U IIyJIbMOHOJIOTOM B CBA3U C HEBO3MOXXHOCTBIO
VCKITIOYUTD OCTAaTOYHbIE ABJICHUA THEBMOHMU B IIPaBOM JIET-
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KOM IIPOBEJeH 5-THEBHbIIT KypC aHTHOAaKTepuaIbHOI Teparm
nesodrokcanuaoM 1000 mr/cyT. [Ipogomxken mpuem L-Tupok-
cuHa 125 MKr/cyT, 230Menpasona 40 Mr/cyT u posyBacTaTMHa
20 mr/cyT.

ITanyenTka mepeBefieHa B OTH€NIEHME OHKOMOTUM, T/ie BbI-
IIO/IHeHa OMOIICKsI MBbIIIe/IKa IPaBoil OeIpeHHON KOCTH. BbI-
SIBJIEH MHTPAOCCA/IbHBIN POCT KAaPLMHOMBI KpHOPU(POPMHOTO
cTpoeHusA. VIMMyHOTHMCTOXMMUYECKOE JCCTIeloBaHMe: TUCTO-
JIOTMYECKOE CTPOEHNE C YYeTOM UMMYHO(QEHOTHUIIA ¥ K/IVHU-
4eCKOJ KapTUHBI COOTBETCTBYET METACTa3y KapLiMHOMBI KpUO-
pubOpMHOro CTpoeHMs ¢ Hambosee BEPOATHON IIEPBUYHOIN
nokanusanueii B Bepxuux oraenax JKKT.

BBupy TOro 4To MMeNnoch HECOOTBETCTBIUE MEXY JAHHBIMU
MMMYHOTMCTOXMMMM U OTCYTCTBMEM BBIABJIEHNS IIPU3HAKOB
OHKojIormyeckoro mpouecca B opraax JKKT mpm mpenni-
AyLleM MCCTeOBaHUM, MO MECTY >KMTENbCTBA BbINOTHEHA
6uomncus oyara B ob6mactu VII pe6pa cripaBa — 1o pesynbraram
MMMYHOTMCTOXMMMIYECKOTO WCCIEOBAHUA CIEMTAHO 3aKIIIO-
JyeHMe O Hanu4My MeTacTasa KapumHombl u3 opraHos JKKT
(IIpaBBIX OTHENIOB TOJICTOI KUK, KeMTy/Ka, TaHKPeaTo OV -
apHOII 30HbI), MEHee BEPOSATHO — MYLMHO3HOI aJeHOKapIN-
HOMBI JIETKOTO.

B nanpHerieM malyeHTKa Hab/0[a1ach OHKOJIOTOM II0 Me-
cTy XurenbcTsa. Hanbonee BepoATHBIM IaTHO30M C YYETOM
oyara B JIETKOM ¥ OTCYTCTBUS JOCTOBEPHBIX NIPU3HAKOB paKa
IIMIIEBOAA WM SKeMyfKa IpK 330(aroracTpoiyoneHOCKOINN
IIpeJiCTaB/IAETCA afleHOKapIMHOMA JIETKOTO, B CBA3M C YeM II/Ia-
HUpYeTCA NieKapCTBeHHasA Tepanus MeTacTaTMYeCKOTo paka
JIETKOTO.

3aknouyeHune

Lle/pi0 FEMOHCTpALMY KIVHIYECKOTO CIydast sIB/SETCS He-
00XOAMMOCTb OHKOJIOTMYECKOI HACTOPOXKEHHOCT y MallJieH-
TOB C ayTOMMMYHHBIMM IpolLieccaMmut. B naHHOM HabmoneHnn
y MAMeHTKM C XPOHMYECKNM MHoroaetTHuM TedeHrem CClI,
HECMOTPsI Ha pery/sipHOe aMOy/IaTOpHOe M CTAal[MOHAPHOE
obcrefoBaHMe, OHKOJOTMYECKUIT IIPOLeCC AMATHOCTUPOBAH
Ha CTaJMyU METACTATNYeCKOTO MMOPAXKEHNSI KOCTEl, YTO CBIie-
TE/IbCTBYET 00 arpecCMBHOCTI ONMyXOMu. VI3BeCTHO, 4TO Hau-
6oree gacroit ¢popmoit paka npu CCJl ABISETCS UMEHHO pak
JIerkoro, (pakTopaMm pyCKa KOTOPOTO CIY>KaT MHTEPCTHUIIU-
a/lIbHOE MOpaXKeHNe JIETKUX 1 iedeHue nukaodocdamupmom [9].
O6a o111 pakTOpa MpMUCYTCTBOBAMN Y Halell mareHTKu. Cre-
TYeT TaKXXe ITIOMHUTD, YTO BBIPAXKEHHBIN M CTOMKUI 601eBoit
CHH[POM B CyCTaBe, IJIOXO MHOJJAIOLVIICA IIPOTMBOBOCIIA-
JINTETIbHOM M aHAJbreTNYeCKO TepaIluyu, MOXeT ObITb 00Y-
CTIOBJIEH KOCTHBIMM METacTa3aMM, B TOM 4MC/Ie ¥ Y OONbHBIX
C IpefuIecTBYOWMM 3ab0/IeBaHeM CycTaBoB. [lomHOLEeHHOE
JledeHyie OHKOJIOTMYIECKUX 3a00JIeBaHMIT Y MALMEHTOB C CHC-
TeMHBIMM 0OJIE3HSIMIU COEUHUTENIbHOM TKaHM B Psifie CIyda-
€B CYIIeCTBEHHO OTPaHMYEHO BCJIENCTBUE YK€ MMEILIMXCS
OPraHHBIX MOPaXXeHMT (JIETKNX, CepALa, Hodek). Tem He MeHee
OHKOJIOTMYeCKasi HACTOPO>KEHHOCTb M PAaHHss AMATHOCTHKA
3HO 6yayT criocob6cTBOBaTh Hanbosee MOMTHOLIEHHOMY Jlede-
HUIO TaKVX ITAI/IEHTOB.

PackpsiTie MHTEpECOB. ABTOPHI IEKIAPUPYIOT OTCYTCTBUE
SIBHBIX U IOTEHIIMA/IBHBIX KOHQIMKTOB MHTEPECOB, CBSI3aHHBIX
¢ nyOmuKalueit HaCTOsIell CTaTbN.
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