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KINMWHUYHU CNYHAU

CASE REPORTS

OBEPIJIAIN HA TPAHYJIOMATO3A C NOJIMAHITMUT U AHKUITO3UPALL CNTOHOUINT,
APTPUT HA TOJIEMU CTABU U MOBULLEHN PEBMATOUOHU ®AKTOPU

B. PewkoBa

Knuhuka no pesmatonorus, YMBAI ,,Cs. VBaH Punckn’, MegnumHckn yHnBepcuteT — Codums

Pe3rome. Npedcmass ce 6oneH ¢ 0bri20200uweH aHKuo3upaw, croHOUnum, ¢ aHkuo03a Ha epbbHaqyHUs
cmbb, 6e3 Oa e nocmaseHa 0oceea OuagHO3a, CbC CUMTHO MOBULWEHU PEBMamoudHU (hakmopu, apmpum Ha
dseme 2ie3eHHU cmasu, Ho8oycmaHo8eHa epaHysiomamosa ¢ nonuaHeuum ¢ 6e100pobHU u3MeHeHUs1 6e3
KIMUHUYHU orniakeaHusi om 6enusi 0pob, mexXbK rnpospecupaiy ocmbp MOUHEBPUM Ha 20pHUMe U QofIHUMe
KpatHuuyu. lMposedeHo e nedeHue ¢ memusnnpedHU30oH 8 dosa 1 ma/ke OHe8HO 8eHO3HO 3a 15 OHu, ¢ ro-
cmereHHO HamarsisaHe Ha 0o3ama 00 8 M2 OHe8HO 8 paMKume Ha 4 meceua, nysnc-meparusi ¢ Memusnpeo-
HU30710H 1 2 8eHO3HO U YuKnoghocghamud 1 2 8eHO3HO MeCeYHO 8 NPOdbIIKeHUe Ha b meceua, cried Koemo
pumykcumab 600 me eeHO3HO Ha OeH 1-8u, 8-u, 16-u, 23-u, cuMnMoMamu4Ho fieyeHue ¢ sumamuH B. Ombe-
1538a ce 006bP eghekm om rpoesedeHOMO fle4eHUE C MoCmerneHHO 8b3cmaHoesisaHe Ha rodsuxHocmma Ha
donHUMe KpaliHuyu, HamarnseaHe usmpbrieaHemo Ha pbueme U Kpakama, MbIIHO U3fieKyeaHe Ha apmpuma
Ha ane3eHHU cmasu. Cmaduli Ha haMUITHO C8bpP3aHU CbCMOSIHUSI MexQy epaHyiomMamo3da ¢ rnoauaHauum u
Opyeu asmoumyHHU 6orrecmu — peemamoudeH apmpum, MHOXeCmeEeHa CK/iepo3a, rncopuamuyeH apmpum,
cuHOpom Ha CboepeH, rMokasea NnosulweH pucKk 8 cpagHeHue ¢ obuwama nomnynayus (relative risk 1.32).

Knroyoeu dyMu. npuriokpusawu asmoumyHHU 6onecmu

BbBEOQEHUE

[paHynomaros3arta C MOMMAaHMMUT € TeXKa Myr-
TMCMCTEMHA OOnecT Ha cbeguHuTenHata TbKaH
¢ 4vectoTta okono 1 Ha 10 000-40 000 gywwm oT eB-
ponenckoTo HacerneHve. Ta e aBToMMyHHa Gonect,
npoTMya C BUCOKM CTOMHOCTM Ha aHTUTena cpeLly
proteinase-3 (PR3), kouto ca pegkn B obwata no-
nynauus. He e AcCHO ganu nma reHeTu4Ha npeamc-
no3uums 3a pucka OT pa3BMTUE Ha FpaHynomarosa c
nonuaHrmumt [1].

lMPMHOCBT Ha HSAKOW TEHETUYHWM BapuaHTU 3a
pasBUTMETO Ha KOMOMHALMSA OT HSAKOIKO aBTOUMYH-
HW GonecTu, KaTto peBMaTOMAEH apTpuT, 3axapeH
anabet Tvn 1, Bb3nanuTtenHu 6onectn Ha vyepsara,
€ YCTaHOBEH B F€HOM-CBbP3aHu MPOyYBaHUs 1 Me-
TaaHanuan. HAKkon reHeTu4Hu nonumopdunammu no-
TBbpX4aBaT puUcka 3a MHOXECTBEHA aBTOMMYHHaA
bonect. Ctaguii Ha (baMUITHO CBbP3aHU CLCTOSTHUS
MeXay rpaHynomaTosa C nonMaHrmT 1 Apyru aBTo-
UMYHHM BonecTn — peBMaTtongeH apTpuT, MHOXECT-
BEHa CKfnepo3a, ncopuaTtuyeH apTpuT, CUHOPOM Ha
CborpeH, nokassa NOBULLEH PUCK B CPaBHEHME C 00-

wata nonynauus (relative risk 1.32). NogobHa Bpb3-
Ka e jokasaHa Mexay rpaHyriomaTosa ¢ NofiMaHrmT
N CUCTEMEH Nynyc epuTeMaTodec U aHKurosupaLy
CMOHAMINT, HO HE € CTaTUCTUYECKN CUTHUDUKAHTHA,
cpaBHeHa ¢ obwara nonynauums [1].

KNMHWYEH cny4yAn

Mpencrassa ce GoneH ¢ onnakeaHWs oT cunHa 6orn-
Ka, OTOK, CKOBaHOCT W HapyLLeHa NnoABUKHOCT B rrese-
HWUTE CTaBu, ABYCTPAHHO, C AABHOCT OT 15 OHu; Xpo-
HWYHa Gorka, CKOBaHOCT U OrpaHUYeHa MOABWKHOCT
BbB BCUYKM OTAENM Ha rpbbHaYHMs cTbnb ¢ Abnra
AaBHoOCT — noBeye oT 15 roguHu. Onucea ce U3TpbI-
BaHe Ha KpakaTa C HamarieHa YyBCTBMTENTHOCT MNpu
XoAeHe M HecTabWnHOCT Ha MnoxodkaTta; U3TpbnBaHe
Ha pbLeTe C HamareH yceT 3a TONSMHA U XBallaHe Ha
npegmeTu. He ce yctaHoBsIBAT AaHHW 3a npekapaHu
WHPEKLMN Ha TOPHUTE ANXaTENHM MbTULLA.

OT KMUMHWYHWA MNpernen ce BMKAAT HEKPOTUYHU
ne3nn Ha KoxaTta Ha nogbepuumute Ha JONHUTE Kpai-
HUUKM. 3anaseHa e pecrnvpaTtopHaTta MoaBWXKHOCT Ha
fenvTte opoboBe, C BE3MKYNapHO aullaHe, 6e3 xpuno-
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B. PelukoBa

Be. OT npernega Ha ONOpHO-ABUraTenHUs anapart ce
oTYnTaT OrpaHNYeHa MoABWXKHOCT, (PrieKCusl, eKCTEH-
31sl U poTaums B LUMEH U nymbaneH otaen Ha rpbbHa-
YeH cTbN6, BorKa 1 OTOK B MEe3eHHN CTaBu, MoKasaTten
Ha LLoGep 0,5 cm, XupL 2 cm, PopecTue 8 cm.

OT u3cneaBaHEeTo Ha KpbB Ce YCTaHOBSABAT NOBU-
LeHW nokasaTtenu 3a Bb3naneHne — Sedimentation
Rate — 33 mm/h n C-peaktuseH npotenH — 91.50 mr/
MI, NIEKOCTENEeHHa aHeMnsa — XemornobuHeT e 115
r/n. TymopHuTe Mapkepu 3a 6an gpob, npocrara,
nebeno yepBo ca C HOpMarHN CTOMHOCTMW.

OT UMYHONOrMYHNUTE MOKa3aTenu ca NMOBULLEHU
BCUYKM peBMaTonaHun daktopu — HLA-B27 — pes-
mMaTounaeH gaktop IgA — 260.60, peBmaTonaeH gak-
Top IgG — > 500.00, peemaTtongeH gaktop IgM — >
500.00; AHTK-CCP (IgG+IgA) — 0.00, AHTM-PR3 -
36.40 — cunHoO NoBULLEHU NPU HOpMa A0 5; AHTU-
MPO - 0.90, HJ1A B 27 e nonoxunTeneHx.

HanpaBeHa e peHTreHorpadus Ha Topakornym-
DanHu nNpeLwneHn — PeHTreHoBN AaHHW 3@ aHKUMo-
3vpaLl, CNOHAMMNAPTPUT — TPETU-YETBBLPTU PEHTre-
HOB cTagui (cour. 1).

Que. 1. PeHmzeHozpagusi Ha mopakosiymbasneH omoen
Ha epbbHavYeH cmbs16 Ha 60J1eH ¢ 2paHy/iloMamo3sa c o-
JluaHauum, aHKuU/Io3upaw, crIoHOUsIUm, apmpum Ha 20-
JileMu cmaeu u u noJsioxumeJsiHu peeMamoudHu ¢hakmopu

PeHTreHorpadmsata Ha [BeTe cakpounuadHu
CTaBM MOKa3Ba [ABYCTPAHEH CaKpouUnuuT Tpetu —
YeTBbPTU PEHTIEHOB CTaanN.

KomnioTbpHa akcuanHa Tomorpadms Ha Topaka-
neH oTaen Ha rpbbHaveH cTbNb NpeacTaBsa AaHHM 3a
BKanusiBaHe Ha HafnbXHUTE NUraMeHTu, aHKurosa
Ha KocToBepTebpanHuTe, TpaHcBep3oBepTedbpanHu-
Te n niTepBepTebpanHuTe ctaBu. OnmucaHuTe npome-
HM B aKCMarnHus CKeneT CbOTBETCTBAT Ha akcuanHa
cnoHAMnoapTponaTus (aHKMNo3vpaLy, CoHAUMANT).

OT peHTreHorpadmsTa Ha 6enn apobose 1 cbp-
Lue ce Bu3yanuaupa BAsICHO natepobasanHo nepu-
XWUNEPHO KOHITIOMEPATHWN MPBbCTEHOBUOHWN CEHKU, C
o6 kpaHuo-kayganeH gvameTrbp 50 mm. BgsacHo

6a3anHo nop onucaHata Haxodka ce Bu3yanusupa
OBOWHO 3aceH4YBaHe C AnameTbp 25 MM, CBbp3aHo
C onucaHute usMmeHeHus. Jlasara 6enogpobHa no-
noBWHa e C yNibTHeHa u aedopMupaHa CTpykTypa,
6e3 0hOPMEHN OTHULLIHU Y MHUNTPATUBHM NPOMEHU

(dowr. 2).

Que. 2. PenHmeeHoepaghusi Ha 6511 Opob Ha 60JieH ¢ epa-
HyJIoMamo3a ¢ nosiuaHa2uum, aHkuso3upau, crioHousaum,
apmpum Ha 20JleMu cmaeu u MoJIoKumeJsiHuU peemamo-
udHu hakmopu

KomnoTbpHa akcranHa Tomorpadums Ha rpbAaeH
KOLL MpeAcTaBs AaHHM 3a crabo n3paseHn peTpuky-
no-HogynapHu ubpo3Hn NpoMeHn B 6ernogpobHus
napeHxum, ABycTpaHHo. Ha To3u ¢oH B 6enogpob-
HUSI MapeHXMM Ha cpedHust U OOMHUS AN BOSCHO
W Ha JOrHWS Osn BMsIBO Ce BM3yanuampaTt HSAKOMKO
pasHokanMbpeHn HoaynapHu nes3uu, NoBeYeTo OT
KOWTO C KaBMTauUWs B CTPyKTypaTa u gebenu cTeHn ¢
HepaBHMW KOHTYpW. Hali-ronsimarta Haxogka ce pasno-
nara B cpeHus OAn BOSICHO M € C akcuarnHu pasme-
pu 35/31 mm. OnucaHnuTe NnpoMeHun B 6enogpobHus
napeHxnm ABYCTPaHHO Ce CBbP3BaT C rpaHyriomMmaTto-
3a ¢ nonuaHrmnT (6onect Ha Berenep) (cdur. 3).

Que. 3. KomnrombpHa momozpadhusi Ha 65171 pob Ha 60-
JleH ¢ 2paHy/sioMamo3sa ¢ fosiuaHauum, aHKuio3upau,
cnoHdunum, apmpum Ha 20/1eMu cmaeu u roJsioxumeJi-
HU peeMamoudHu ghakmopu
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Enektpo-HeBpo-muorpacusara (EHMIT) Ha gonHu
KpaHULM [OKa3Ba akCcoHanHa yBpeda Ha CEeTMBHU-
Te N ABUraTenHUTE BNakHa Ha pPbLETe, HE Ce OTBEX-
OaT noteHunanu OoT HepByc pmbynapuc u Tubmanuc
OBYCTPaHHO Ha [eCeH 1 fsiB Kpak. VM3cnegsaHeTo no-
TBbPXKAaBa TEXbK MOMMHEBPUTEH CUHAPOM, MO-U3pa-
3€eH B AbMAMTE HEPBU C MOAOCTLP X0 1 Oenesn Ha ae-
HepBauus, AeMUENMHN3MPALL, U akCOHareH npoLiec.

[MpoBegeHo e nevyeHve C METUNNPEAHU3ONOH
B Ao3a 1 Mr/kr AHeBHO, BEHO3HO, 3a 15 AaHu, ¢ no-
CTEMNeHHO HamarnsBaHe Ha go3arta o 8 Mr OHEBHO
B paMkuTe Ha 4 meceua, nyrnc-Tepanusi ¢ MeTun-
nNpeaHu3onoH 1 r BeHO3HO u uuknodgocdamua 1 r
BEHO3HO MECEYHO B MpoabibkeHne Ha 5 meceua,
cneq koeto putykcnmab 600 mMr BEHO3HO Ha AeH
1-8n, 8-u, 16-n, 23-u, cMMNTOMaTU4YHO rfeYyeHne c
HecTepouaHu NPOTUBOBBL3MANUTENHN  CPEACTBa,
aHanretMum, ButammH B. Otbensiaea ce [oObp
e(eKT OT NeYEeHNETO C NOCTENEHHO Bb3CTaHOBSABA-
He Ha MOABWXHOCTTA Ha AONHWUTE KpamHMLUM, Hama-
nsaBaHe N3TPbLNBAHETO Ha PbLETE N KpakaTa, MbJIHO
n3neKyBaHe Ha apTpuTa Ha rMe3eHHN CTaBu.

OBCBHXOAHE

Kacae ce 3a 6orneH ¢ gbnroroguileH aHKUo3n-
paLl CMOHOUNUT C aHKUNo3a Ha rpbOHaYHMs CTbO,
0e3 ga e noctaBeHa gocera AuvarHosa, CUiHO Mo-
BULLEHN peBMaTonaHn ¢akTopu, apTpuUT Ha aABeTe
rme3eHHN CTaBu, HOBOYCTAHOBEHA rpaHyroMarosa C
NONMMaHrMMT ¢ 6enoapobHN n3MeHeHns 6e3 KIMHWY-
HW onriakBaHus oT 6enust 4pob, TEXbK Nporpecupaty
OCTbp MOMMHEBPUT HA FOPHUTE W OOMNHUTE KpaHK-
LK, CbC CETUBHWU U MOTOPHU HapyLUeHWsi, MOBULLEHN
CTOMHOCTM Ha aHTK-PR3, nosiBa Ha HEKPOTUYHK Nne-
31K Mo Aeete noabeopuum, eputpouuTn B ypuHata
0e3 Opyrv KIMHWYHM JaHHW 3a HedpuT. CriyyasT e
PSAObK M MokasBa MpUMNOKpMBaHE Ha rpaHyriomMaTtosa
C MONMaHMMNT C aHKMUO3npaLl, CNIOHAWIUT, apTPUT Ha
rofiemMn CTaBu, BUCOKM peBMaTouaHu aktopu un no-
noxuteneH HJ1A B 27. He e acHo ganun nma Bpb3ka
Mexay npeacraBeHuTe peBmatudHu 6onectn un Ha-
NIMYNETO Ha FEHETUYHN MapKepwn, KOUTO npeaonpeae-
NSAT CUCTEMHO M Bb3ManmUTENHO CTaBHO 3abornsBaHe.

OnucaHnaT KNUHWYEH criyyan JoKasBa, vYe Bba-
nanuTenHu cTaBHU U cucTeMHM BonecTn moraTt ga
ce MNpunoKpmeBaT C BEpPOSATHO NOAOOHM FEHETUYHMN
MEXaHU3MWN Ha Bb3HMKBAHE 1 pas3BuTUE.

YCTaHOBEHM Ca [BE NEeHETUYHU acouumaumm npm
oonectta. EgHata e HLA-DPB1, notBbpaeHo npu
aBTOMMYHHWUTEe Gonectu. [lpyrata e anen 3a alpha-
1-antitrypsin, yctaHoBeH npu okono 7% oT cny4vau-
Te C rpaHyrnomarto3a ¢ NonMaHrumT. PeBmatomaHuaT
apTpuT U rpaHyrniomaro3ata C NofMaHrMMT Bb3HMK-

BaT OT NoAOGHM reHeTnyHU npegucnosvumnn. OcBeH
CTLA4 v opyrv reHeTU4HM NOKyCK Morat fa ca aco-
LUmMpaHun ¢ NpMnoKpuBaLLy ce aBTOMMYHHN BonecTtu.

Yectotata Ha HLA-A, B, C, DR, DQ aHTureHuTe
npu GOMHKU C rpaHyrioMaTo3a C NOoNMaHIMUT € Nogob-
Ha Ha YyecToTaTa cpef HaceneHneTo B AafeH PErVIOH.
CUrHUMKaHTHO MO-BMCOKa YecToTa Cce ycTaHOBsiBa
3a HLA-DR1 aHTureHa. MpoueHTbT Ha YecToTaTta Ha
DRI-DQw1 e curHndukaHTHO NO-BUCOK Mpu BOnHK-
Te, CpaBHEHN C KOHTporuTe. Te3n gBa Mapkepa ca
CBbP3aHM C MaBHUSI KOMMIIEKC Ha TbKaHHaTa CbB-
mecTtumocT (MHC) B xpomo3oma 6 B natoreHe3aTa Ha
rpaHyrnomarosarta Cc nonmaHruut. 3a pasbrpaHeTo Ha
natornorvsTa Ha Ta3n 6onecT ca OCbLLECTBEHN MO-
NEKynapHO reHeTu4Hu npoyysaHus Ha MHC pervoH.
ETnonornyHuTe dhaktopn 3a pasBuTUE Ha rpaHyrno-
MaTto3a C NOofMaHrMmnT He ca CbBCEM SICHU. [eHeTuny-
HaTa Npeaucno3vuusa MoXe [a urpae BaxkHa pons 3a
pa3BuTUETO Ha BonecTTa u 3a Bpb3kata M C UMYHO-
reHeTuyHuTe mapkepu. lNpoyysaHe oT MuHecoTa He
nokasea acouuaums Ha rpaHyrnomaro3ata C nonuaH-
rumT ¢ HLA-A n B-aHTureHa. CUrHMguKaHTHOTO NOBU-
waaHe Ha DRI aHTureHa, npuapyxxeHo ¢ HapacTBa-
He Ha DQw1 nokasea, Ye knac Il aHTureHuTe 3aemar
Ba)kHa 4acT OT pas3BUTMETO Ha rpaHyrnomMarosaTa C
nonvaHrmmt. Heobxogumo e, B 6baeLle Te3un pervo-
HW Oa ce aHanmanpar Ype3 MONeKynapHU TEXHWKN, 3a
ha ce geduHupar npeumnsHo nesvute npu 6onHn ¢
rpaHyrnomaro3a C NONMaHrMnT N Bb3MOXHOTO MPUMo-
KPVBaHE C aHKUNO3UpaLL, CMOHAWIUT, apTPUT C Noro-
XKUTENHW peBMaToONAHN hakTopu Npu no-ronsm Gpon
©0nHM B MyNTULEHTPOBM NpoyyBaHus [2, 3, 4, 5, 6].

lpaHynomaTo3ata C MONMAHMMUT WU peBMaTo-
WOHWUAT apTpuT Ca KIMHWYHO U MMYHOJTOTUYHO He-
3aBucMMu bonectn. M B gBarta cnydvasi nevyeHneTo
C MIMYHOCYNpecopu ce npenopbyBa Npu akTUBHOCT
Ha Oonectta. OnucaHa e Bpb3kaTa Mexay TsX.
Schwarz n Eywill cbobwasar 3a cnyvanm Ha pes-
MaToOMOeH apTpuUT M akTUBHOCT Ha rpaHyrnomarosa
C MOMUAaHIMUT, BBMPEKN NEYEHNETO C METOTpeKcar.
lMpoyyBaHe Ha Mustila noka3sa Bpb3kaTa Mexay no-
BULIEHN cTomHoCcTU Ha PANCA, ceponormyHn map-
Kepu 3a peBMaTtoueH apTpuT M Obp3a peHTreHo-
rpadcka nporpecus [7].

MpernegbT Ha Hay4HaTa NuTepaTtypa NpeacTass
€0MHUYHM ONUCAHU KITMHUYHK CryYaun Ha NpUnokpu-
BaHe Ha rpaHyriomaros3a C MofMaHrmMmT ¢ peBmaro-
naeH apTput. He ca yctaHoBeHW Opyru criydau Ha
NMPUNOKPUBaAHE Ha rpaHyriomMaro3a C MONUaHInuT,
aHKMnosunpaly, CnoHAWNUT WU apTpUT C MOBULUEHU
peBMaTonaHn akTopu.

KoHepriukm Ha uHmepecu: Aemopbm deknapupa, ye HsiMa KOH-
riuKm Ha UHmMepecu, cebp3aHu ¢ Mybnukayusma.



