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KIMAHAYHU CNYYHAU

CASE REPORTS

PA3BUTUE HA NPOITrPECUBHA CUCTEMHA CKITEPO3A B XOA
HA ADEHOKAPUMHOM HA BEJIUA OPOB

B. PewkoBa, P. PawkoB

YMBAI ,Cs. MBaH Puncku”, KnnuHuka no pesmatonorus, MeamuuHcku yHmeepcutet — Cocpus

Pestome. [Mpedcmass ce 6orHa ¢ nemeoduwHa 0agHocm Ha rpoepecusHa cucmemHa ckreposa (lMCC), ¢ du-
¢Py3HO KOXHO yriTbmHsSI8aHe, KarnunspoCKONCKO nomebpxoeHue Ha OuaeHo3ama, MosulWeHU cmoliHoCmu Ha
aHmuHykneapHu aHmumerna (ANA), anti-Sox-1, anti-Ro-52 u anti-Histoni npu adeHokpayuHom Ha 6enusi Opob
(OokasaH ¢ ¢hubpobpoHxockonus u buorcusi) U Memacmasa 8 2f1agHuUsi Mo3bk griocriedcmeaue. Om KINUHUYHUS
npeaned ce ycmaHossiga OUQy3HO KOXHO yrnmbmHsieaHe, omciiabeHo 8e3uKynapHo ouwaHe 8 dsicHama rio-
no8uHa Ha benusi Opob, acmeHo-aduHaMmu4deH cuHOPOM, 3adyx npu obuyvaliHu ghusudecku ycunusi. Om byHK-
uuoHanHomo uscnedsaHe Ha OuwaHemo (PUL) ce usmepsam FVC 58% u FEV1 59%. AdeHokapyuHoMbm e
Ha wupoka nou, 8 0sicHama 6e100pobHa noio8uUHa U He e roKa3aH 3a orepamueHo fieyeHue. [lposedeHu
ca 4 kypca xumuomepanus (Alimta + Cisplatin) om mapm 2016 2. 0o ronu 2016 2. 7 kypca Docetaxel om ¢hes-
pyapu 2017 2. do cenmemepu 2017 2. nbyemepanus. EOHa 200uHa no-KbLCHO ce rosiessieam onsakeaHus om
3abpassHe Ha dymu, 3ampyOHeHo nucaHe u yemene. [MposedeH e KAT Ha 2nasHUsi MO3bK U Ce ycmaHosesiea
UHMpakpaHuanHa mymMopHa ¢hopMayusi ¢ Xemepoz2eHHa cmpykmypa 8 Jiieama MO3b4YHa Mof108UHa (YPOH-
marsHo — Memacmasa om MbP8UYHUSI KapyuHoM Ha 651 Opob. MposedeHo e onepamueHO omcmpaHsisaHe
Ha mymopHama ¢hopmauyus, criedonepamusHa paduomepariusi u Depakin chrono 2 msmu o 500 M2 OHe8Ho.
8a npoepecusHama cucmemHa ckriepo3a rposexda nedeHue ¢ 8 me Methylprednisolon u 250 ma Cuprenil ¢
006BPp eghekm 8bpXy cumnmomume.

Knrowoeu dymu: npozspecusHa cucmeMHa ckrieposa, KapyuHoMm Ha 6551 Opob, napaHeoniacmu4yeH CUHOPOM

BbBEOQEHUE pY, MHOXECTBO FMIaHTCKM Kanunsapu ¢ xemoparuu,
nepukanmpsiHeH OTOK, aHEBPWU3MEHMW Pa3LLUNPEHUS.
N3cneaBaHeTo nokas3Ba KanuMsipOCKOMCKU AaHHU
Ha NporpecuBHa cucTeMHa ckneposa Il creneH. Pe-
3ynTaTtuTe OT UMYHONOrMYHUTE N3cneaBaHns cemae-
TencTeaT 3a NoBULLIEHN CTOMHOCTM Ha AHA — ckpu-
HUHr 1:1280 ME — Hopma go 1:80 ME, anti-Ro-52 22
ME - Hopma go 5 ME, anti-Histoni 8 ME — Hopma o
5 ME, anti-Sox-1 6 ME — Hopma go 5 ME.

Mpencraesa ce 6onHa ¢ NeTrogulHa 4aBHOCT Ha
nporpecmeHa cucteMHa ckneposa (MCC), c andysHo
KOXXHO YNITbTHSIBaHE, KanunspoCKONCKO NOTBbpXKAe-
HWe Ha AuarHo3arta, NOBULLEHN CTOMHOCTU Ha aHTu-
HykneapHu aHTutena (ANA), anti-Sox-1, anti-Ro-52
n anti-Histoni npu ageHokpaumHom Ha 6enusa opob
(ookasaH ¢ chmbpobpoHxockonusa n Guoncus) n me-
TacTtasa B [MTaBHUSA MO3bK BMOCNEACTBME.

BonHata cbobulaBa 3a nobensBaHe U MOCUHSA-
BaHe Ha NPbCTUTE Ha pbLETe, Cyxa Apa3HeLla Kalu-
nvua, NepuoinyHoO C KPbBOXpaK, NecHa XPOHUYHa
ymopa.

OT KNUHWMYHMA Nperneq ce NoTebpXdaeaTt Au-
y3HO KOXHO YNnbTHsIBaHe, oTcriabeHo Be3ukynap-
HO OulIaHe B AsicHaTa MorioBMHaA Ha Genus gpoo,
acTeHo-aAMHaAMWYEH CUMHAPOM, 3aayX npu obuyaii-
HU PU3NYECKM YCUMKSL.

MpoBeneHa e kanunsipockonus npes espyapu
2016 r. n ce ycTaHoBsaBaT peayumpaH 6pon kanuns-

OT (pyHKUMOHaNHOTO M3CneaBaHe Ha OMLLAHETO
(®N0) ce namepsat FVC 58% n FEV1 59%. Npoge-
OeHa e pmbpobpoHxockonusi ¢ Buoncus n e gokasaH
afeHoKapuuHoMm Ha 6envs apob. AgeHoKapLUMHOMbT
€ Ha Wwmpoka nnoty B aacHata 6enogpobHa nonosu-
Ha 1 He e NnokasaH 3a onepaTuBHO neveHne (dur. 1).

MpoBenerun ca 4 kypca xumuoTepanus (Alimta +
Cisplatin) ot mapT 2016 . go tonun 2016 .

HanpaBeHa e KOHTpOrHa KOMMIOTbPHa akcuan-
Ha Tomorpadmsa (KAT) Ha 6san gpob. Hama gaHHm
3a HamansiBaHe Ha obema Ha Tymopa. B geceH 6an
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Opo0 — ropeH Nnob 1 WecTn CErMeHT Ha JoneH asan,
MMa NNbTHa 30HA Ha KOHCONUAALMS Ha NapeHxXMma,
CrbCTEeHN gunatmpaHu un pedopmupaHm GpoHXK,
MHOXECTBO Aunatmpanu cbaose (dur. 2).

HasHauyeHu ca 7 kypca Docetaxel ot dheBpyapu
2017 r. go centemBpu 2017 r., nbyeTepanus (dwur.
3). KoHtponHuat KAT nokassa HamansiBaHe Ha obe-
Ma Ha Tymopa.

EnHa roguHa no-KbCHO Ce MosABSIBAT OrrlakBaHUS
OT 3abpaBsiHe Ha oymu, 3aTPYOHEHO MCaHEe U YETEHE.
MpoeeneH e KAT Ha rmaBeH MO3bK U Ce yCcTaHOBABaT
MHTpaKpaHuanHa TymopHa dhopmauysi C XeTeporeHHa
CTPyKTypa B fsiBaTa MO3b4Ha MOMOBMHA (PPOHTarHO
— MeTacTasa OT MbpBUYEH KapuuHoM Ha 6enuvsi apob,
COMNVAHN N KUCTUYHWU KOMMOHEHTM C akCuarnHu pasmepu
30/24 mm (dour. 4). KoHTponHuaT KAT Ha 6an gpob gaea
[aHHM 3a CTauMoHMpaHe Ha obemMa Ha Tymopa (gour. 5).

OnepaTtnBHO € OTCTpaHeHa TymopHaTa dopMma-
uus, nocrneaBaHo OT criefornepaTtvBHa paguoTepa-
nua n Depakin chrono 2 nbTr no 500 mr gHeBHO. 3a
nporpecnBHaTa CUCTEMHa CKIepo3a NeYeHneTo e ¢
8 mr Methylprednisolon n 250 mr Cuprenil ¢ gobbp
edeKkT BbpXy CUMOTOMUTE.

Que. 1. KomnrombpHa momoepadhusi Ha 65151 Gpob om
12.07.2016

S.10.2017 2 12:43:2

OBCBHXAOAHE

lMporpecrMBHaTa cucTeMHa CKreposa € aBTo-
WMYHHO CUCTEMHO 3abornsBaHe Ha CbeanHuTenHarta
TbKaH, KOETO Ce XapakTepu3upa CbC 3acdraHe Ha
MHOFO OpraHv U cucTemu, Backynonatus u ubpo-
3a [1]. Mpu MNCC, nogobHo Ha obwata nonynauus,
ce oTbensisBa MOBULUEH PUCK OT KapUMHOMWU Mpe3
nocnegHuTe gecet roguMHn. EgHoBpemMeHHO ¢ npor-
peca 3a 3abaBsiHe Ha YCIOXHeHusATa npu 6onHuTe
CbC CUCTEMHA CKIeposa, 3rokadyecTBeHuTe 3abo-
nsiBaHus ca npuymHa 3a 11% oT CMBbPTHUTE cry4yan
crnopep pernctbpa Ha EUSTAR [2].

Mogo6HM MexaHM3MM U NaToPU3NOITOTNYHN Mb-
TULa yvacTBaT BbB (pMbpo- 1 OHKOreHesarta u Toea
nokasea, 4Ye aBTOMMyHHUTE MexaHuamm npu MNCC
MoraT ga 6baaTt MoBMAMSIHA OT aHTUreHHa MyTauus
Ha TYMOpPHWM KneTku [3, 4, 5].

Cnopep HayyHaTa nuTepatypa Bpb3kaTa Mexay
BenogpobeH kapumHom n NCC e ¢ nosuLleHa Yec-
Tota SIR 01 4.2 00 5.9 [6, 7, 8]. Pesyntatute ot pe-
TPOCMNEKTUBHO Mpoy4YBaHe B MITanusa nokaseart, yYe oT
318 6onHu ¢ NCC npn 16 ce oTkpuea GenogpobeH
kapumHom (5%) [9].

HIIOLT

Que. 2. KomnrombpHa momoepadhusi Ha 65151 Gpob om
02.08.2017 2

Que. 3. KomnrombpHa akcuasiHa momMozpadhusi Ha ana-
8eH Mo3bk om 06.10.2017 2

Que. 4. KomnrombpHa akcuasniHa momMozpacghusi Ha ana-
8eH Mo3bk om 14.05.2018 2
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@ue. 5. KomnrombpHa akcuanHa momMozpadhusi Ha 651
0po6 om 30.08.2018 2.

Hawwat knuHudeH cnydan e 6onHa c TCC,
CBbp3aH C ageHokapumnHoM Ha 6enus apob.

OnncaHn ca MHOrO CKrepodepma-CBbp3aHu
CUMHAPOMM cref npunaraHe Ha aHTUMUTOTUYEH areHT
Docetaxel, koTO ce n3nonssa B Cxemy 3a feyeHvne
Ha MHOTO 3roKayecTBeHN 3abonseaHus. Ton nma ToK-
CMYHOCT CNPSIMO KoXaTa 1 € Bb3MOXHa Bpb3KaTta My C
nosisata Ha nesuun npu NMNCC. MexaHuamuTte, cCBbp3aHu
¢ ebekta Ha Docetaxel Bbpxy pasBUTUETO Ha KOXHA
hnbpo3a, He ca CbBCeEM sicHU. MHOro aBTOpY Npeano-
narar, 4Ye JenoavpaHe Ha ekcTauenynapeH MaTpuKCeH
rmvKonpoTenH (versican) cnen nedeHne ¢ Docetaxel
unun Paclitaxel nma natoreHeTU4Ha pons 3a passuTre-
To Ha cknepogepma [10]. B HayyHaTa nuTepatypa e
onucaH mbpeu cnyyan Ha MNMCC ¢ pa3sutue Ha Geno-
OpobHa apTepuanHa XUNepToHVUS U PeHamnHu Kpusm
cnep nevexune ¢ Docetaxel [11]. EQHO OT 06sicHeHusiTa
Ca eHOOTeNHOKNeTbYHaTa yBpeaa U OKCUAATUBHUAT
CTpec, npeam3sukaHu ot nedveHneto ¢ Docetaxel [12].

BbonHata, KoATO nNpenctaBaAMe, € nekyBaHa C
Docetaxel cnep noctaBsaHe Ha gunarHosata [NCC,
CBbp3aHa C ageHoKapuuHoM. He e acHo ganm neve-
HMETO C TO3N MeAMKaMeHT € OOMPUHECHIT 3a Mpor-
pecvpaHe Ha KOXXHUTE NMPOMEHM.

ViMyHOTepanusaTta cpelly 310Ka4ecTBEHU TyMO-
pv B3aMMOAENCTBA C aBTOMMYHUTETA M Crydau Ha
MCC ca onvcaHu B HayyHaTa nutepartypa. Jleye-
HMETO ¢ OMONOrMyHM cpeacTsa urpae porns 3a cTu-
MyrnnMpaHe Ha aBTOUMYHHUTE MPOLECU Ha CbLLUeCT-
BYBaLLUUA NPOTUBOTYMOPEH UMYHUTET U Pa3BUTUETO
Ha NapaHeonnacTU4yHW CMHAPOMU, KOETO 0BsSICHABA
Bpb3kata mexay NCC u kapunHomuTe.

ToyHata JedvHMUMS Ha napaHeonnacTuyHuTe
CVMHOPOMM € MHOIO LUMpOKa cropes pasfnyHnTe aB-
TOpU 1 nognexu Ha gedatu. MMbpBO, NpeanocTaBkarta
3a Bb3HMKBAHE Ha MapaHeonnacTuiyeH heHOMEH ce
Kpue B KpaTKOTO BpemMe MeXAy HavanoTo Ha Tymopa

N aBTOMMYHHOTO 3abonsiBaHe. KapumHOMbT Moxe da
npeaxoxga MCC unm o6patHo. To3n kKpaTbK MHTEpPBArn
e o1 3 0o 5 roguHn npeam unu cneg NCC n npyemaHe-
TO Ha AuarHo3uTe 3aBMCK OT MOMEHTA Ha yCTaHOBABa-
He Ha kapumHoma. Btopo, Tpsbea ga nma napanenHa
€BOSMIOLMA MeXay peunaBuTe Ha KapLuvMHOMa 1 pas-
BMTMETO Ha Tracbk Ha aBTOMMYHHKS npouec. OTcTpa-
HSIBAHETO Ha KapLMHOMa Ce CBbp3Ba C peMUCUS Ha
aBTOMMYHHOTO CbCTOsIHME. ToBa Ce OTHacs 1 3a Bpb3-
kaTa Ha pa3sutreTo Ha NCC B xoaa Ha kapuuHom [13].

MpencTaBeHUsIT OT HaC KIMHWYEH Cryyvali Nnokasea
yCNopeaHoO pasBuTME Ha afeHoKapuMHoOMa Ha Genus
0po6 n MNMCC. BeposiTHO paHHUAT U BCe OLLE HeanarHo-
CTULIMPaH KapLMHOM € [OBer Ha akTUBMpaHe Ha aBTo-
UMYyHHa peakLums 1 KNMHUYHU NPOSsIBY Ha cKnepoaepma.

ABTOMMYHUTETBHT MMa Bpb3Ka C OHKOreHesaTa u
NPOTMBOTYMOpHAaTa 3awuTa. Pa3ButneTo Ha kapum-
HOM MOHSIKOra € cnef Bb3HWKBAHE Ha aBTOMMYHHO
3abonsiBaHe MM aBTOMMYHHUSAT OTIOBOP MOXe Aa
MHOyumMpa npemanurHeHo 3abonssaHe. B To3um cny-
Yal npogykuusiTa Ha aBToaHTuTerna Tpsbsa Oda e
roAvHU Npeam ycTaHoOBABAHETO Ha KapuuHoma [13].

OnucaH e cneundmyeH aHTUTYMOPEH OTIOBOP Ha
aHTUHyKkneapHute aHtutena (ANA) crnpsmo aHTUTena
Ha KneTbYHO-MeaumpaHa uutotokecnyHocT (ADCC) [14].

Cnopen ennaeMmnonornyHmn NpoyyYBaHns CbLLECT-
BYBa KOMMMEKCHa OBYCTpaHHa Bpb3ka mexay MNCC
N KapuvHOM, CBbp3aHa C OTAENSAHETO Ha PacTexHU
haKToOpK, rEHETUYHN N enUreHeTUYHN hakTopK, dak-
TOPM Ha OKOMnHaTa cpefa, okCuaaTuBeH CTpec.

Mpn HaWNS KIWHWYEH CryYal ce yCTaHOoBSABaT Mo-
BMLLIEHW CTOMHOCTM Ha anti-Sox-1 aHTutena, anti-Ro-52
n anti-Histoni. Hannuneto Ha anti-Sox-1 (aHTurnman-
HM HykneapHu aHtuterna, AGNA) e cBbp3aHo ¢ napa-
HEOMNMacTUYHM HEBPOMaTUM U Te MoraT Aa Crnyxar 3a
OvdbepeHumanHa amarHosa Ha gpyra rpyna uMyHome-
OnnpanHn HeBponaTtun. Hai-yectata dpopma Ha Kapuu-
HOM, cBbp3aHa cbc SOX1, e ApebHOKNETLYHUAT Beno-
OpoBeH KapLUMHOM, HO ca CbOoOLLEHN 1 Apyri (hOpMK Ha
KapuuHoM Ha 6enusa apob. Hanmumneto Ha anti-Ro-52 1
anti-Histoni e cBbp3aHO ¢ B3aMMOAEWCTBMETO MEXaY
KapuvHOMa 1 aBTOMMYHUTETA C pesynTar pa3BUTUETO
Ha aBTOMMYHHO 3abonsBaHe. [permedbT Ha HaydHaTa
nuTepaTtypa npeactaBs eQvHWYHU OMUCaHu NogobHu
KMWHWYHK criydar. KoMOGrHMpaHoTO nedeHne Ha cuvc-
TEMHOTO M 3MOKa4eCTBEHOTO 3abonsiBaHe € BaXKHO 3a
KIMMHWYHOTO Nnogo0peHne Ha Tesun BOorHW.

PasunTaHeTo Ha MexaHn3MuTe Ha aBTOUMYHUTE-
Ta, CBbP3aHU C pa3BUTUETO Ha KapuMHOM, goBefe
[0 Bb3HWKBAHETO Ha OvapoBaTefnHaTta epa Ha npo-
TMBOTYMOPHaTa UMyHOTEpanus U HECbMHEHO TOBa
€ Havarno Ha NOCTWXeHUs B pa3brpaHeTo Ha BPb3-
KaTa Mexay aBTOMMYHUTET 1 KapLUHOM.

KoHdnukt Ha uHTepecn. ABTOpbT Aeknapupa, Ye Hama
KOHPIUKT Ha MHTEpecK, CBbp3aHn ¢ nybnukaumsaTa.



