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PeBmarosiorusra € paszjen Ha MeIUUMHATA, KOMTO CE 3aHMMaBa ¢ BCUYKM MEAMIIMHCKHU aCIEKTH
Ha MYCKYJIO-CKEJIETHUTE U ChEIMHUTEITHOTbKAaHHUTE 3a00JIIBaHUs, KOUTO BKJIIOUBAT CUCTEMHHU
3a00J51BaHMsI HAa ChEAMHUTENIHATA ThKaH, BB3NAJUTEIHU CTAaBHU 3a00JIIBaHUS, OCTEOAPTPUT,
rppOHAaYHN TpoOIEeMH, pEBMATU3bM Ha MEKUTE THKAaHH U PErHOHATHU OOJKOBH CHHAPOMH, a
CBILIO TaKa U HETPAaBMATUYHU KOCTHU HapyILIECHUS.

PeBmaTnuHuTE 60JIECTH UMAT OTPOMHO COLMATHO-MKOHOMHMYECKO 3HaueHue. Te ca Haii-yecraTa
NpUYMHA 32 XPOHUYHA OO0JIKa M TEXKH (hruznyecku yBpexnanus. OcreoapTpo3aTa € 4eTBbpTaTa
Haif-uecTo cpeljaHa NpUYMHA 32 HHBAJIMAU3ALUS B CBETOBEH Mallal.
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JleueHnueTo ¢ Hepa3pelIeHH 3a yoTpeda JIEKapCTBEHN MPOAYKTH CE€ M3BBPINBA MIPU YCIOBHATA U 110 PEl,
onpenenenu ¢ Hapen6a Ne 10 ot 17 noemBpu 2011 r. 3a yciaoBusiTa u pesia 3a JieueHHEe C HEpa3peleHt 3a
ynotpeOa B PeryGinka bbarapus nekapcTBeHH MPOAYKTH, KaKTO M 32 YCIOBUSATA U pelia 3a BKIIIOYBAHE,
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BB3IMAJIMTEIIHO-CTABHU 3ABOJIAIBAHUA

PEBMATOM/IEH APTPUT (10 MKB ko1 M05)

l. Jepunnums

Pesmatouanusar aptput (PA) € XpoHHYHO aBTOMMYHHO 3a00JIsIBAHE C HEM3BECTHA €THUOJIOTHSL.
OcHoBHaTa My KJIMHHUYHA MPOSBA € CUMETPUUYHUSAT Mporpecupal epo3uBeH apTputT. Hapen c
TOBa MOTar Jia ObJIAaT 3€CeTHATH PeIuIla APYTH OpraHu u cuctemu. Yecrorata Ha PA Bapupa ot
0.5% no 1.5%. OOuKHOBEHO ce u3siBsABa BBB Bb3pacTtra Mexay 35 u 55 roxa. [lpu xkenurte ce
cpema 3 mbTH MO-YE€CTO, OTKOJIKOTO MPH MBXKETe. Y HAaC 3aCeTHATUTE OT TOBa 3a00JsABaHE ca
oko;0 30000-35000.

Il. Iuarno3a na PA

Jaec 3a muarnocturmpane Ha PA ce uznomsat kpumepuume na ACR om 1987 200.

1. CyrpemHa CKOBaHOCT BbB WJIM OKOJIO CTaBUTE, NMPOJbJDKABAIA [TOHE €IMH 4yac HpPeIu
MaKCUMAaJIHOTO M0JI00peHue.

2. ApTpUT B TpU WU TIOBEYE CTABHU 30HH, YCTAHOBEHU OT Jiekap. Otuutat ce 14 Bb3MOXKHU
CTaBHM 30HM (BAACHO U BIABO) - IMPOKCUMAJIHU UHTepalaHrealHu CTaBH,
MeTakapnogagaHreaqHu CTaBM, KUTKa, JIAKBT, KOJSHO, IJIE3€H, MeTaTtap3o(daiaHreaaHu
CTaBH.

3. ApTpuT Ha CTaBM Ha pbleTe (KUTKH, MeTakaprnopalaHT€aTHH WM TNPOKCHUMATHU
uHTEep(ATaHTCATTHNA CTaBH).

4. CumerpuueH apTpUT (€IHOBPEMEHHO 3acsiraHe Ha €JHUM M ChIIM CTaBHU 30HU
nBycTpaHHO). He ce m3uckBa abcoitoTHAa CUMETpUS MpPU 3acsiraHe Ha MPOKCUMAIIHUTE
uHTepQalaHTeaHy, MeTaKaprogalaHreaIHUTe WIK MeTaTap3o(dagaHreaTHUTe CTaBH.

5. PeBMaTougHM BB3JM, yCTAHOBEHH OT JIEKap.

6. PeBmaTouzeH ¢axkTop B cepymMa. YCTaHOBSBaHE Ha IIOBHMIIEHO KOJMYECTBO Ha
peBMaTouieH (hakTOp B cepyMa C METO, KOMTO € MOJOXKHUTENEH MpH Mo-Majako oT 5%
IIpH 3/1paBU JIMLIA.

7. PentrrenoBu npomenu. Hamnume Ha Ttunumyau 3a PA peHTreHOBH NpOMEHH IIpH
peHTreHorpadus Ha pblie U KUTKH - KOCTHU €pO3HH, IEPUCTaBHA OCTEONOPO3a.

[IspBuTe 4 KpUTEpUs TpsAOBa na ca OwiM Hanuie noHe 6 ceqmuiy. /lnarnosara PA ce mocrass,
aKo ca HaJMlle Hal-MaJIKo 4 OT 7-Te KpUTepHsl.

Knunnunara kaptuna npu PA mnonskora ce oopmsi B Mpoab/DKEHHE Ha Meceld. ToBa MpaBH
paHHaTa jauMarto3a TpynaHa. [lomydeHuTe OKa3aTeiCTBa 3a JPaMaTUYHOTO MOJOOpsBaHE Ha
IporHo3aTa nmpu nanueHTH ¢ PA, nekyBaHu paHO B eBomonurta Ha Oonectra ¢be K-BMAPJI,
KaKTO U TO-HHMCKaTa €(PEeKTHBHOCT Ha MPUJIOKEHOTO JIeYeHUE Ha MO-KbCEH €Tal, ONpe/enuxa
HEO0XOAMMOCTTa OT Ch3JaBAHETO HAa HOBH KPUTEPUH 3a OTAU(EpEHIMpaHe Ha MAlUCHTUTE C
paneHn peBmatouneH aptput. [Ipe3 2010 rox. ca mpuetu Kiacu(PUKAITMOHHUTE KPUTEPUU Ha
ACR/EULAR, 3a mnamuentn HewsmbiBamm kputepuure Ha ACR or 1987 r. llenra e nma ce



OTpeeAT Te3U WHIWBUIN C PAHHO CTaBHO BB3NaJIeHHE, kouTo Omxme sekyBanu ¢ BITAPJI, 3a
J1a HE JIONYCHEM XpOHHU(DUIIMPAHE WU CTAaBHO YBpPEXKIaHE.

Knacugpuxayuonnu xpumepuu 3a panen PA na ACRIEULAR om 2010 2
1. Hamuume Ha mepudepeH apTpUT B pPa3IMyHU CTaBU 30HU, JOKa3aH KIMHUYHO, 4pe3 Y3

i MPT: 0-5 T.;

2. HmyHonormdHa akTUBHOCT - TIO3UTHBHA WM OTPUIIATEIHA cepoiiorus 3a RF w/unu anTu-
CCP: 0-3 1.

3. Bb3manuTenHa aKTUBHOCT - MOBUIIEHU WM HopMaiaHu ctoiHocTH Ha CRP n/umun CVYE:
0-1T.;

4. JlaBHOCT Ha CTaBHHUTE OILIAKBAHUS - ITIOBEUEC WJIN ITO-MaJIKo oT 6 ceamunm: 0-1 T.

ITo kputepunure or ACR 1987 r., 3a na ce mocraBu nuarHozara PA, e HeoOxomaumo na ca
posiBeHU MoHe 4 ot 7-te kputepusd. Te umar 91% uyscrBurenHoct u 89% cnenuduynoct. IIpes
2010 r. ACR/EULAR mny0nukyBa HOBH KpPUTEpUH 3a OXapaKTEPU3HPAHETO Ha IAlUEHTHUTE,
Henonagamu B Te3u oT ACR 1987 r. Te ca pa3nenenu B 4 rpynu, kato nuario3a PA moxe na ce
[IOCTaBH NPH HaIW4Me Ha c6op oT 6 Touku. J[narnosarta paneH PA ce mpuema npu HalIU4HETO
Ha cOop>6T.

Jsarocpounara nporaoza Ha PA He e moOpa. Ha necerara romuHa or Hayamoro Ha OoiectTa
50% ot OonHHTE ca ChC 3HAYUTEIIHO HaMajcHa (DYHKIMOHAIHA aKTHBHOCT, a Ha JBajecerara
roguHa — 80%. CpenHarta NpoOIBIKUTEIHOCT HA KUBOTA Ha OOJHUTE € HaMaieHa oT 3 1o 18
roguHu. Hail-uecTu mpuuuHU 3a CMBPT ca MHPEKIUHU, ChbpJACYHU 3a00isBaHus, OenoapoOHa u
O0b0peyHa HeIOCTAThYHOCT, CTOMAIIHO-UPEBHU YCIOKHEHUS.

III. Judepenunanna 1uarsosa

Hudepenunannara auarHoza npu PA ce mpaBu ¢ peauua OojecTd, B KIMHHUKATa Ha KOUTO
CTaBHUAT CHHJPOM € BOJCII WJIN CE€ MPOsBSABAa HAa ONPENENIEH €Tal OT eBosronusaTa uM. Haii-
YecTO Ce Hajlara pasrpaHH4aBaHe OT CJIEeIHUTE 3200 IBaHUs:

1. CeponeratuBHU cHOHIWIOApTpuTH (Oosect Ha bextepeB, mcopuaTuyeH apTpHUT,
cuHIpoM Ha Reiter, apTpuT Npy BH3MATUTEIHNA YPEBHHU OOJTIECTH).

2. ApTpuUTH, CBBpP3aHU C MHQPEKIHS (CENTHYEH apTPUT, PEaKTHBEH apTPUT, PEBMATU3BM U
ap.)

3. CucremHu 3abonsBaHus Ha cheauHutenHata Tbhkan (CJIE, cucremHa ckiepojepMmus,
MOJMMHUO3UT/IEPMAaTOMHO3UT, CHCTEMHU BacKyiuTH, Ooiect Ha Behcet, overlap-
CUHJIPOM H JIp.)

4. Kpucramuu aprponaTuu (mojaarpa, XoHAPOKaIIIMHO3a U JIp.)

5. Ocreoaptpo3a



6. Zlpyru

3a0onsBanms  (capkoumo3a, xemodwmiiHa — apTpomartus,  (GuUOpOMHAITHA,

XEMOXpOMaTo3a, MHTCPMUTCHTHA XUAPAapPTpPO3a, IMI'MEHTECH BUIJIIOHOAYJIIAPEH CUHOBUT U

zp.)

IV. Ctparerusi B Tepanusita Ha PA
1. Tepanus Ha akTHBeH PA C 1ein 1a ce MOCTUTHE PEMHCHUsS WIM HaMalsBaHE aKTUBHOCTTA Ha

3216OJISIB21HCTO, AKO HC MOXKC J1a C€ IMOCTUIHC pCMUCHS.

2. llenra 1a ce mocTUrHE peMHCHs € 0COOEHO BaXKHA MPU MAIIMEHTUTE C PAIHOIOTUYHH JaHHU 32

IIporpecus.

3. Ilpu BB3pactHH nanueHTu ¢ PA, C-peakTHBEH NPOTEMH M aKTUBHOCTTAa HA 3a00JISBAHETO

TpSI6Ba CIKEMCCCUHO Ja CC MOHUTOPUPAT OT CICHUATIUCT, JOKATO HC C€ NOCTUIHC HAMAJISABAHC

AKTUBHOCTTA Ha 3a00/Is1BaHETO MIIU pEMUCHS.

IInpBoHaYaJIHA (hapMaKOJOTrHYHA Tepanus

o KonBeHImoHaIHU O0osecT-MOANMUIIMpAINY aHTUPEBMATOUIHN JekapcTBa (KkBMAPJI)

1. Bw®b3pacTHU MalMEeHTH ¢ HOBOJMATHOCTUIIMPAH aKTHBEH PA

a. IIvpBa nuuus tepamus ¢ KBMAPJI monorepanus (mepopanno methotrexate

(MTX), leflunomide wmmu sulfasalazine) konkoTo € BB3MOKHO IIO-CKOPO H
Hai-700pe B paMKUTE Ha 3 Mecella OT HayaJlHATa MPOsiBa Ha CUMIITOMUTE.

b. Hydroxychloroquine ¢ anrepuaruBa nHa methotrexate, leflunomide wu

sulfasalazine, npu ca6o 10 maTUHIPOMHO 3a00JIsBaHE.

C. I[oaaTa MOXKE aa C€ MoBHUIIaBa J0 MaKCUMAJIHO ITIOHOCHUMATA.

2. Jla ce oOMMCIM KpaTKO-BPEMEHHO MpHIIaraHe Ha KOPTUKOCTEpOHIH (TEpOpajHo,
UHTPAMYCKYJHO WJIM HHTPAapTUKYJIAPHO) MPU cTapTupaHe Ha Tepanus ¢ KEMAPJIL.

3. Jlo6aBsiHe Ha BTOpo KBMAPIJI (mepopanxo methotrexate, leflunomide, sulfasalazine
win hydroxychloroquine) keM mbpBoHauamHO u3moa3BaHoTo KBMAPJI (step-up
CTpaTerus), KOraro He Ce MOCTUTra PEeMHUCHs WM HaMalsiBAHE aKTHBHOCTTA Ha

336OJ'I$IBaH€TO, BBIIPCKHU ITOBUIIABAHE HA A03aTa.

e TepanusaTa ¢ KOPTHKOCTEPOUIU TD5I6B21 Jla_TpoAbKaBa 33 BH3MOXKHO HaW-KpPaThK

Oepuoa OT BpEME.

e HecTepouaHu IPOTUBOBBL3MAIUTEIHN JIEKAPCTBA (HCHBJ’I) CC IMpCANMCBAT CaMO KOraTo

€ HAJIUIIC HCAACKBATCH KOHTPOJI Ha 0OJIKaTa U CKOBAHOCTTA.

@)

HCIIBn ce mpenmucBaT BBB BB3MOXKHO Hal-HHUCKaTa €(QEKTHBHA J03a U 3a
BB3MOKHO Hal-KpaThbK IEPUOJ OT BpEME.

Jla ce umar mpenBUJ TEXHUTE HexenaHu JekapcTBeHH peakuuu (HJIP), xaro
racTpo-MHTEpPCTHHAIHA, KapAWO-BacKyllapHa, 4YepHOIpoOHA U  pEeHajHa
TOKCHYHOCT.

[Tanuenture penoBHO 1a ce npocueassar 3a HJIP.

Jla ce mpennume MHXMOUTOp HA MpOTOHHaTa mommna (omeprazole u ap.) ako e
HEOOXO0UMO.


https://www.nice.org.uk/guidance/ng100/chapter/recommendations#step-up-strategy
https://www.nice.org.uk/guidance/ng100/chapter/recommendations#step-up-strategy

o Jla ce mMar mpenBuJ W HHIUBUIYATHUTE PUCKOBH (HaCTOpH, KaTO BB3paCT H
OpEMEHHOCT.

o0 AKO MaieHTa € HaJOKUTEIHO J1a preMa HUCKH 1034 aspirin, To TpsidBa 1a ce
OOMUCIST Ipyru JTMHUK Tepanus npeau aa ce nodasst HCIIBn (+ nuaxuburop Ha
NPOTOHHATAa IIOMIIa), KOraro KOHTpoja Ha OoJKaTa M CKOBaHOCTTa ca
HEaJCKBaTHHU.

V. JlekapcTBeHa Tepanusi
dapmakorepanus Ha PA BK/II0uBa:

» HecenektuBHu  HecTepougHM  NpoTHBOBB3nanmTenHu  JiekaperBa  (Diclofenac,
Dexketoprofen) u COX-2 cenexrusHu - Etoricoxib, Celecoxib u np.
» T'moxokoprukocrepounu — Prednisolone, Methylprednisolone u ap.
» KonBeHnmonamHu 60ecT MoauQUIUpaII aHTHPEBMAaTOUIHU JiekapcTBa (K-BMAPJT) —
Methotrexate, Leflunomide, Hydroxychloroquine, Sulfasalazine.
» buonornunu 6onect MOIU(PHUIMPAITN aHTUPEBMATOUIHHU JiekapcTBa (6-BMAPJI):
* TNFo naxuburopu — Infliximab, Etanercept, Adalimumab, Certolizumab pegol u
Golimumab
* aHTH-PB KIeThuYHa Tepanus - Rituximab
*  MHXHOMTOpH Ha KO-cTuMynaimsara Ha T-kinerkute — Abatacept
* IL-6 peuenropuu anTaronuctu - Tocilizumab
* |IL-1 peuentopuu anTaronucta — Anakinra

» CenexruBau naxuodutopu Ha JAK kunasu - Tofacitinib

B Koncencyca na BJIP u Ilpenopwkure na EULAR ca 3amernanu criegHuTte OCHOBHH
MOJIOXKEHUS 3a (PapMaKOIOrHYHOTO JiedyeHHne Ha PA:

Jleuennero cbc kK-BMAPJI TpssOBa na 3amo4yHe BB3MOXKHO Hal-paHO cJell IOCTaBsiHE Ha
nuarno3zata PA. 3a0aBsHeTO Ha JIEUEHHETO, HaMaligBa BBH3MOKHOCTTa C MOHOTEpamus aa ce
MIOCTUTHE peMHUCHs TpU paHeH PA.

llenta Ha Jle4eHHETO € MOCTHUTaHEe Ha PEMHUCHS WIM HHCKA CTENeH Ha OOJecTHa aKTHUBHOCT.
PeMucusita € ocHOBHa TepamneBTHYHA 1€, 0coO0eHo mpu paHeH PA, nokato Huckara GojecTHa
aKTUBHOCT MOXE Jla € MOIXOJIIa alTepHaThBa MpHU MauueHTu ¢ apiaroroguiieH PA. Ilenra Ha
JIeYeHHeTo TPsiOBa J1a ce IOCTUTHE B paMKHTe Ha 3 - 6 Meceria.

MTX e nekapcTBeH MPOAYKT OT MbpBa JTUHUS Ha JeueOHaTa cTparerus. [Ipu KOHTpauHAUKAIH
wiM HemoHocuMocT kKbM MTX, karo mepBa nuHUS TpsiOBa na ce uMat mpeasua: leflunomide,
sulfasalazine iy MHXEKIIMOHHO 3/1aTO.



AKO 1menTa HE € TOCTUTHAaTa C MbpBOHa4YasHO wu30panuss KBMAPJI u numncear Jomm
MPOTHOCTUYHM (pakTOopH, TpsAOBa aa ce mpemuHe KbM Apyro KbBMAPJI wim koMOuHanus ot
HakoJiko KbMAPJL. Tlpu HamuymeTo Ha JIONMIM MPOTHOCTUYHU (DaKTOPH WIIM JIUIICBA YCIIEX OT
npenmecsamoro jJeuenue ¢ KbMAPJI ce 106aBs 6MoiI0rHyYeH JeKapCTBEH MPOIAYKT.

[Tpu manmentu, orroBopuin HegoctaTbyHo KbM MTX w/mmu apyro kBMAPIJL, ¢ nmm 6e3 T'K,
TpsiOBa na ce 3amouHe JsiedyeHue ¢ OuonmornyHu BMAPJI (6BMAPJI). Ceramnuara mnpakTuka
M3KCKBA JIa Ce 3all0YHE C aHTUIIMTOKUHOB nHXuOuTop: adalimumab, certolizumab, etanercept,
golimumab, infliximab wnu tocilizumab, koiito Tps6Ba na ce komOouaupa ¢ MTX (npu nurca
Ha npoTuBonokasanus). Camo 3a tocilizumab uma nokasatesncrsa, ye MOHOTEpAIUSITA C HETO €
TOJKOBa €(heKTUBHA, KOJIKOTO KoMOuHamusaTa my ¢ MTX.

[TaruenTuTe ¢ HEAOCTAaTHUEH OTIOBOP KBbM MBPBUS NPEINUCAH AHTULUTOKUHOB HHXUOUTOP
TpsOBa Jia MoJIyd4aT APYTr aHTUIIMTOKMHOB MHXHOUTOP Min rituximab. Rituximab e cpenctso Ha
n300p OT BTOpA JIMHUS B rpynara Ha ononornyaute BMAPJIL.

Anakinra e mpeaHa3HaueH 3a JICUCHHE MPH Bh3PACTHU HA MPU3HAIMTE U CUMITOMUTE Ha PA B
KOMOMHAIMsI C METOTPeKCaT C HEeaJeKBaTeH OTrOBOP KBM CaMOCTOSTEIHO MpUiara
METOTpEKCaT.

Koraro ce yrouHsiBa seueHuero, TpsOBa Ja ce MMAT MPEeABHI U JAPYrd (aKkTOpH, OCBEH
0ojecTHaTa aKTUBHOCT, KaTO MPOTPECHs] Ha CTABHUTE YBPEXKIaHUs, KOMOPOUTHOCT U MPOQHI
Ha JIeKapcTBeHa 0€301acHOCT.

BonectHara akTHBHOCT ce OLeHsIBa ¢ moMoInrTa Ha cienaurte naaekcu: DAS28, SDAI u CDAL.
[Ipenopbkara Ha B/IP e B pyruHHaTa npaktuka aa ce n3non3zsa DAS28. 3a pemucus ce npuemar
croitHocTi Ha DAS28 1o manku ot 2.6, a 3a HECKa aKTUBHOCT - CTOWHOCTUTE MEXy 2.6 1 3.2.

JlekapcTBeHH NPOAYKTH

1. HecTepouann npoTuBOBb3NAJNTEIHH JekapcTBeHH npoaykTu (HCIIBJI)

HCIIBJI ca rpyma JjekapcTBEHM cpelcTBa ¢ 00e300isBall, HPOTHUBOBB3MAIUTENIEH U
a"HTunuperudeH egpext. Te ca cxoaHu Mo papMakoJIOTHYHU CBOMCTBA, OMOJIOTMYHA aKTUBHOCT U
MexaHu3bM Ha jeictBre. COX2 uHXuOUTOpUTE MMAT MO-ciaada TOKCHYHOCT MO OTHOIIEHHE Ha
ctoMaxa u ayogeHyma. HCIIBJI BoasST A0 CMMITOMAaTH4YHO TOBJMSIBaHE HAa CTaBHaTa OOJKa,
CKOBaHOCTTA, 0TOKa, (PYHKIIMOHAHUS KalallUTeT Ha OMOPHO-ABUTAaTEIHUS amapar, T.e. IOCTUra
Ce 3HAYMTENIHO KJIMHUYHO mNojoOpeHue. Te3u jekapcTBEHU MPOIYKTH HE MPOMEHAT X043 Ha
0oJsecTTa, pecl. U CTaBHATa A€CTPYKIIHS.

[IpoaBIDKUTENIHOCTTa HA JIEYEHMETO 3aBUCH OT aKTUBHOCTTAa Ha aprtpura. [IpemopbuBar ce
KpaTKOTpallHU KypCOBE KaTO €€ MMaT MPEBUJ KapAUOUBACKYyJapHHUs, FaCTPOMHTECTUHAIHUS U
OBOpEUHUs pUCK.

IIpu neuenmero Ha PA Haii-uecto ce wusnmomsBar: diclofenac, ketoprofen, meloxicam,
aceclofenac, etodolac, naproxen, ibuprofen, dexketoprofen, piroxicam, tenoxicam, indometacin,
etoricoxib, celecoxib.

Tabmn. 1. O6ma xapakrepuctuka Ha HCIIBJI

‘ HCIIBJI ‘ Tmax (1) ‘ t1/2 (9) ‘ Iosa (mg) ‘ IIpoabixuTenHOCT Maxkcumanna




Ha jaeiicTBue (1) JICHOHOIIIHA 1032

(mg)
Aspirin 25 2-3 500 - 1000 4-6 3000
Diclofenac 1-2 1-2 50 -100 8-12 150
Aceclofenac 1.25-3 4-43 100 12 200
Indometacin 45 5.8 25-100 6-12 150
Ibuprofen 2-25 2 200 - 400 6-8 2400
Dexketoprofen 0.15-1 0.35-1.65 25 8 75
Ketoprofen 15 2 50 -100 6-12 200
Naproxen 15 13 250 - 1000 12 1250
Meloxicam 5-6 20 75-15 24 15
Piroxicam 3-5 30-60 10-20 24 20
Tenoxicam 2 72 20 12 40
Nifluril 2 4-5 400 8 1200
Nimesulide 25 32-6 100 12 200
Celecoxib 2-3 8-12 200 12 400
Etoricoxib 1 22 360 12 120

2. KonBeHUMOHAJIHU 0o0siecT-MOAN(PUUIMPAIIA AHTHPEBMATHYHH JIEKAPCTBEHU MPOIYKTH
(x-BMAPJI)

Metotrexate (MTX) e cpenctBo Ha u300p npu O6osnHu ¢ PA. [ToHocumocTTa KbM IMpenapara €
MHOro ao0pa. EdgexkrsT My HacTtbmBa Obp3o (cien 4—6 cemmunm). Toil € aHTaroHUCT Ha
¢donmeBara kucenuHa. biaokupa nuxuapodonar-peaykrazara T.e. MypuHOBUs cuHTE3. Jlo3aTa e
7,5-25 mg/ceam. KomynatuBHaTa f03a € 5 rpama. MTX 3agbmkutenHo TpsOBa Jia ce mpuema ¢
¢donuesa kucenuHa 5 - 10 mg/cenmuyHo.

Leflunomide e anteprarusa Ha MTX. To3u NpoayKT € HHXHOUTOP HA MUPUMUIUHOBHS CHHTE3.
Tpanchopmupa ce B akTUBHUSL METAOOIUT MaJTOHOHUTPUIIAMHI, KOUTO OJIOKHMpa aKTUBHOCTTA Ha
TUXUIpOOpoTaT-Iexuaporenasara. Jleuenunero ce 3anmousa ¢ 103a 100 Mg AHEBHO Mpe3 MbPBUTE
TPU JHH, a CleJl ToBa npojabikaBa ¢ 20 mQ exenHeBHo. [locneaHure ToAvMHU HE ce Mpuiiara
HaTOBapBaIia J103a, a JUPEKTHO ce 3amouBa ¢ 20 Mg aaeBHO. EdexThT My HacThmBa cien 4—6
CEJIMHUIIH.

Sulfasalasine e anrepHaTHBeH BapHaHT MPH HEBB3MOXKHOCT Ja ce 3amovHe JieueHne ¢ MTX.
[IpenopbuaHaTa cxema 3a 3amoYBaHe Ha JICYEHUETO €: mbpBa ceamuia S00 mg AHEBHO (Beuep);
BTOpa ceamuna 2 x 500 mg nueBHO; Tpeta ceamuua 500 mg cyrpun + 1000 mg Beuep; ueTBbpTa
cenmuiia 2 x 1000 mg nueBHo. Ilpu HemocTaThueH edekT azaTa MOXKe /1a Obje yBeIudeHa Ha
3000 mg mueBHO. Cien MoCTUTaHE HA PEMUCHS WJIM HUCKA 00JIeCTHA aKTHBHOCT JIHEBHATA 71032
Moxe fa 0pae HamaneHa Ha 2000 mg unu 1000 mg. HammsT onuT mokasa, 4e 1030B PEKUM 2 X
500 mg aueBHO 7 aHM W mpemuHaBaHe Ha 2 X 1000 MQ AHEBHO Tpe3 BTOpaTa CEJMHIIA CE
Tosnepupa 1o0pe M edekra HacThlBa mO-paHo. [IpoaBIKUTENIHOCTTa Ha JICYEHUETO €
HeoTpeeseH.

Conu na 3namomo (Aurothioglucose, Sodium aurothiomalat, Sodium aurothiosulfate).
[TapenTepasiHO mpuUIIAraHUTE COJNM Ha 3J1aroTo ca ainrepHatuBa Ha MTX. Bw3npuero e
JICYCHUETO C TMApEHTEpAIHUTE MpernapaTd 1a 3alovyHe C Ha3HAaYaBaHe Ha HEroJeMH, MPOOHU



no3u. [lpu mepBaTa MHKEKIMS Ce BbBEXAa He moBeue oT 10 mg 3maro, cien ceamuia (mpu
yCJIOBHE Ha J00pa MOHOCHMOCT) J103aTa ce yBelndaBa Ha 25 mg, a oT 3-ta cenmuia (Ipu Jumca
Ha CTpaHWYHU e(eKTH) ce Ha3HayaBa CTaHgapTHAa 1032 oT 50 Mg ceaMu4HO [0 0OIIa
komynatuHa 103a 1500 — 2000 mg. Cnex ToBa ce mpoabJpKaBa ¢ mOIbpKaa j103a ot 50 mg
Ha 2 cenqmuIiy (3a 4 - 6 Mecena), a Mo-KbCHO JIo3aTa MOXe Ja ce HaMaiu Ha 50 M( exXeMeCeYHO B
NPOABDKEHHE Ha TOAWHU. AKO HsMa mojoOpeHue npu HampaBeHH 800 MY 37aTONEYSHUTO Ce
CIMpa Mopaju Jurca Ha e()eKTUBHOCT.

Jleuenuero ¢ Penicillamin ce 3amouBa cse 125-250 mg/au B npoabinkenne Ha 4 ceamur. Crien
TOBa Ji03aTa ce moBuIaBa c¢he 125-250 mg/nH Ha Bceku 4 - 12 ceaMuIM O MOCTUTAHE Ha
pemucus, HO He TpsAOBa na HaapumiaBa 1500 mg/aa. Cren mocTuraHe Ha PeMUCHsI WM HHUCKa
0oJiecTHa aKTMBHOCT B MPOJBbIDKEHUE Hal-MalIko Ha 6 Mecela ce MpeMUuHaBa Ha MOJIbpiKalla
no3a, Kosto obmyaiiHo ¢ 500 - 750 mg/mu. Ilpu neuenme c Penicillamine ce mpemopbuBa
Ha3HayaBaHe Ha BUTaMuH B6 (mupumokcun) B mo3a 50-100 mg/24 daca ¥ MOJMBUTAMUHO3HU
N00aBKH, 0COOCHO TIPH HAPYIIICHHE B XpaHEHETO Ha OOJTHHTE.

Anmumanapunnu (chloroquine u hydroxychloroquine). Isnroroaumaust onut Ha Kinuxukara
no pesmarosnioruss B Codus e mnokazan edekTuBHOCTTa U 0Oe30macHOCTTa Ha cjeaHara
TepaneBTUYHA CXeMa IIPH MAIMEeHTH ChC CpeliHa TejecHa Maca: 2 X 1 tabnerka 20 - 30 gawH, ciex
koeto 1o 1 TabneTka Beuep. JledueHnero npoabIKaBa MECEy U FOIMHU TIPU PEIOBEH KOHTPOIT 32
TOKCUYHHM TposiBH. CaMOCTOsATENHATa POJsl Ha aHTUMAaJlapUMHUTE JIEKapCTBa MPU JICYSHUETO Ha
PA e manka. [To-uecto ce npuiiarat B komOuHanus ¢ MTX.

Azathioprine ce u3mosi3Ba KaToO HMMYHOCYNPECHBEH AHTUMETA0OJIUT CaMOCTOSTEIHO WU B
KOMOHWHAIMSI C JIPYTH JICKAPCTBEHU MPOAYKTH (HAW-9€CTO KOPTUKOCTEPOHUIM) 3a MPOMSHA Ha
UMYHHHS OTTOBOp. TepamneBTUYHUAT OTTOBOP C€ MPOSBSBA CJIE] HIKOJIKO CEJMHIIM JO HIKOJIKO
Mecera, KOeTo JaBa Bh3MOXKHOCT Jla C€ HaMalld J03aTa Ha TIIIOKOKopTHkomja. [Ipwmara ce B
no3a 1.25-3 mg/kg/24 daca npu HalMeHTH C PEBMATOUJICH apTPHT.

Cyclophosphamide e ankumupam arent. Ilo-psiako ce wu3mon3Ba mpu OoiHuTe ¢ PA.
IpenopwuBa ce mepopaieH npuem B 1o3a 1-2 mg/kg 3a nexHonormwe. [Ipu Hanu4re Ha BACKYJIUT
MOXe J1a Ce IPUIIOKH KaTo myscoBa Tepanus B 1o3a 1000-1500 mg/ M? BeHBK HA 4 CeIMHUITH.
Cyclosporine A uuxubupa T-KIeThUHHS UMYHEH OTTOBOp. [IpermopbyBa ce MPHUIIOKEHHUETO MY
npu HeedektuBHOCT Ha apyrure BITAPJI. Jleuenuero ce 3amouBa c J103a HE Mo-rossMa oT 3
mg/kg 3a nenonorue, B aBa npuema. [Ipu HeoOXoauMOCT a03aTa ce yBenuyara ¢ 0.5-1.0 mg/kg
B 3aBHUCHUMOCT OT edekTuBHOCTTa (oleHsABa ce cien 6-12 ceaMMIIM) U TOHOCHUMOCTTA.
MakcumarHara THEBHa J103a He TpssOBa Ja npesuinasa 5 mg/kg.

3. Buosornynmn OoJiecT-MOAMPUIMPAIIM AHTHPEBMATHYHM JIEKAPCTBEHU NPOAYKTH (O-
BMAPJI)

* TNFa uaxuduropu
- infliximab - xuMmepHO YOBEHMIKO-MHIIIE MOHOKJIOHATHO

anTutsuio oT kiac 1gG1



etanercept — ¢y3noHeH NpoTeuH

- adalimumab - e pexOMOMHAHTHO YOBEIIKO MOHOKJIOHAJIHO
AHTHUTSLIO
- certolizumab pegol — pexomOuHanTeH, xymanusupan Fab'

AHTUTSI0-(PparMeHT

golimumab — dYoBemko MOHOKIOHAJIHO AHTUTSUIO OT KJjac
IgGlxk
* aHTH-f KJIeThYHA Tepanus
- rituximab - XwWMepHO  MWUIIE/4OBEHMIKO MOHOKIIOHATHO
AHTUTSUIO, MPEJCTABIABAIIO TIMKO3WINPAH UMYHOTJIOOYIHH C
yosewku [gG1
* HHXHOMTOPH HA KO-cTHUMYJanusaTa Ha T-kieTkure
- abatacept — ¢py3nonen nporenn
* |L-6 peuenTOpHN AHTATOHMCTH
- tocilizumab — xymanusupano IgGl MOHOKJIOHAIHO AHTUTSIIO
CpeIIly YOBEIIKH HHTEPIICBKUH-6
* |L-1 peuenTopHM AHTATOHUCTH
- anakinra — YoBeriky HHTEPICBKUH-1 peIienTOpeH aHTarOHUCT
* JAK unxudurtop

- tofacitinib - cenextuBen naxuOUTOp Ha JAK

Adalimumab e pexomOuHanTHO H3IUTO0 YoBemKO 1gGl MOHOKIOHATHO AHTHTSJIO, HACOUCHO
cpemy TNF-o. Cebp3Ba u HeyTpaiM3upa pa3TBOpUMaTa U MeMOpaHHO-CBBp3aHata Gopma Ha
TNF-a. [Ipunara ce moakosxxHo mo 40 Mg BEAHBXK HA 2 CEIMUIH.

Certolizumab pegol e pekomOuHaHTHO, XyMaHu3upano Fab antuTsio HacoueHo cpemy TNF-o u
KOHIOTHPAHO C MOJIMETHICHIIMKOA. MiMa BUCOK apuHHuTET KbM yoBemkus TNF-o, KakTo KbM
pa3TBopuMara Taka U TpaHcMeMOpaHHata My ¢opma. He cbabpka FC dparment. Ilpumara ce
noakoxHo 1o 400 mg Ha 0, 2-pa u 4-ta ceamua, a cinen Tosa 1mo 200 mg Ha Bceku 14 gHu.
Etanercept e nambpnHo vosemku pa3ztBopuM |NFa penentop. Toit e aumep, cberosiy ce OT
M3BBHKJIEThYHATA YacT Ha JBa penentopa 3a TNF, mpukpenenn kbM FC ¢parmenta Ha
yoBemkuss uMyHornoOynun G1l. Cebp3zBa ce kommetutuBHO ¢ TNF-oo mmm TNF-f B



LHUpPKYJIanusaTa U 10 TO3U HAuuH OJIOKMpa TAXHOTO B3aumojeictBue c¢ peuenropute 3a TNF
BBpPXY KJIeTbUHATa MOBBbPXHOCT. IIpu BB3pacTHU ce nmpuiara B 03a 25 M@, 1Ba I'bTH CEIMUYHO
i 50 Mg, BEIHBX CEAMUYHO MOAKOMKHO.

Golimumab e pekomOunanTHO M31sLIO0 YoBeHmKO 1gGl MOHOKJIOHAHO AHTUTSIIO, HACOYCHO
kbM TNF-0. MOHOKJIOHATHHTE aHTUTENA CBBP3BAT B CTAOMIIEH KOMIUIEKC KaKTO pa3TBOpHMATa
Taka ¥ TpaHcmemOpanHata ¢gopma Ha TNF-a. Ilpunara ce mogkoxuo mo 50 MQ BemHBK
MECEYHO.

Infliximab e xumMepHO MOHOKJIOHAIHO AHTHUTSIIO, CHIBPIKAIIO YOBEUIKH U MHUIIN KOMIIOHEHTH.
Cebp3Ba ce cnennduyHo ¢ pazTBopumara u TpancmeMOpanHa ¢opma Ha TNF-o. IIpunara ce
o (hpopmaTa Ha HHTpaBEHO3HA HH(Y3Hs B Mpoab/KeHre Ha 2 yaca. [Ipu PA nosara e 3 mg/kg.
[Tocnennata moxe nma ce yBenuuu 10 8 MQ/KY, HO HapacTBa uecTOoTara Ha HEKEIAHHTE
nexapcTBeHH peakuuu. MHpy3uuTe ce mpoBexaar Ha HyjeBa, 2-pa U 6-Ta ceMuIla, a clie] TOBa
ce MpaBsIT Ha 8 CEAMUYHU HHTEPBAJIH.

Tocilizumab e xymanu3upano 1gG1l MOHOKJIOHAITHO aHTUTSUIO cpely yoBerkus 1L-6 pemenTop,
nosydeHo upe3 pekomounanTHa JIHK texnomorus. [Ipenopwsunrtennara go3a ¢ 8 mg/kg reiecto
TEerJo BeAHBX Ha Bceku 4 cenmuiy. IIpunara ce upe3 BeHO3HA MH(QY3Us B NPOABIKEHUE Ha 1
yac. Peructpupana e u gopma 3a moAKokHO npuiiokeHue - 162 mg Benubx cenmMuuHo. Moxke
Jla ce Ipujara Karo MOHOTepamusi B ciydall Ha HemoHocuMmocT kKbM MTX wim koraro
NPOJIBILKUTENHO JeueHre ¢ MTX He e moaxoaso.

Rituximab e xumepHO MHUIIO/YOBEIIKO MOHOKIIOHATHO aHTHTSUIO HacodeHo cpemy CD 20
aHTHTEHA Pa3NoJokKeH BbpXy B mmmdonutute. CBBp3Baiiku ce cbe CD 20 mMemOpaHHUs
npoTeuH rituximab uHaynupa KieTbyHa CMBPT upe3 amnonrto3a. [Ipuiara ce moj ¢popMara Ha J1Be
uHTpaBeHo3HU uHGpy3un no 1000 mg npe3 14 auu. Cnex 6 - 12 mecema Kypca ce MoBTapsl.
[Ipenu Besika mH(QY3US ce MMpaBH MPEMEIUKAIHS C TIIIOKOKOPTUKOHT (HHTPaBEHO3HO), aHAITETHK
Y aHTUXUCTAaMHH (MHTPaMYyCKYJIHO).

Baricitinib e cenextuBen n o6parum nHxnOUTOp Ha Janus kunaza (JAK)1 u JAK?2. TToka3an e 3a
JIeUeHHe Ha YMEPEHO TEXBK JI0 TeXbK aKTUBEH PEBMATOMJIEH apTPUT IIPU Bb3PACTHHU MAIUEHTH,
KOUTO HE C€ MOBJIMABAT aJIEKBATHO WJIM UMAT HEMOHOCUMOCT KbM JIEUYCHHE C €JHO WU TOBEYe
Moaupuumpamu OosiecTTa AaHTUPEBMATOMAHM JieKapcTBa. Moke Ja ce u3Moji3Ba KaTo
MoHoTepanust wiu B komOuHanusa ¢ MTX. [Ipenopbuntennara no3a € 4 mg BEAHBXK JTHEBHO.
Jlo3a OT 2 mg BeAHBXK JHEBHO € MOAXOIIA 3a MAllUEHTH Ha BB3pacT > 75 TOJUHU U MOXKE J1a €
MOJIXO/SIIA 32 TMAMEHTH ¢ aHAMHe3a 32 XPOHWYHU WIH penuauBupamy naHpeknun. Jlo3a ot 2
mg BEJHBXK THEBHO MOXKE J1a C€ MMa MPEIBU/ ChILO U 3a MAaLUEHTH, TOCTUTHAIM TPAeH KOHTPOJI
Ha aKTMBHOCTTA Ha 3a0o0iiBaHeTO ¢ 4 mg BEIHBK JHEBHO M OTTOBAPSIIM HAa M3UCKBAHUITA 32
MOCTENIEHHO HaMaJIsIBaHe Ha J03aTa.

Monotepanusta c¢ tofacitinib e cbmocTaBuMa ¢ JApyruTe Tepamnuu, IO OTHOIIEHHE Ha
Oe3zomacTHocTTa U edexTuBHOCTTa. KoMOMHMpara Tepamnus Ha tofacitinib 5 mg u 10 mg ¢ k-
BMAPJI, naii-Beue ¢ Mmethotrexate, moka3pa OJWU3KW KIMHUYHH PE3YJITATH JO KOMOMHUPAHHUTE
tepamuu ¢ 0-BMAPJI, HO 3a ompenensHe Ha mpoduna Ha OE30MaCHOCT ca HEOOXOAUMHU
JOTBIIHUTEITHA U3CIICTBAHS.



4. I'IIOKOKOPTHKONIH

I'moxokoptukonaure (I'K) mnputexxaBar MOIIHO NPOTUBOBB3MAIUTENIHO UM yMEPEHO
UMYHOCYNpECHBHO JeiicTBue. TexHuAT edekr € MHOro Opb3 M JpaMaTUYHO MOJ00psBaT
apTpUTa, HO HE MPOMEHST €CTECTBUHUS MY XOA. APTPUTHT CE€ PEaKTUBUpPA CJIE] CIMPAHETO Ha
I'K. MHoro cepuo3eH mpoOieM ca HEKEITAHUTE JIEKApCTBEHW CHOUTHS BCIICICTBUE HaA
NpoAbJLKUTENHOTO JieueHue ¢ ['K. B xiMHMYHATa mpakTUKa ca YTBBPACHU CIECIHUTE
WHIUKAIUU:

1. TK ce u3nucBar 3a Kparko Bpeme (OpuIK Teparus) Mpu OOJHH C BHUCOKA BB3MAUTEIHA
aKTUBHOCT, JIOKaTO 3aloyHaT Ja JelcTBaT OonecT-mMoauduuupamure JeKkapcTBa HIH 3a
noanomMaraHeTo Ha (¢u3MKanHOTO JeudeHue. Haif-uecto mnpunaranata poza e 5-10 mg
prednisolone.

2. HannumeTo Ha M3BBHCTaBHH IPOSIBH — CEPO3UT, S3BU HA POrOBHUIIATA, BACKYIUT, YJIMOHHUT H
np. B Te3u cimydam nosara e 40 — 60 mg areBHO. [Ipn HEOOXOIUMOCT MOXKE J1a CE MPOBEE
nyscosa tepanus ¢ 1 g methylprednisolone kato BeHo3Ha HHDY3USI.

3. 'K morar nga ce BKJIIOYAT MpPH HEMOBJIMSIBAHE Ha apTpuTa OT OojecT-MOAU(HUIMpAIINTE
JeKapcTBa WIJIM TPH HAIWYUE HA KOHTPaWHAMKAIMM 3a TAXHOTO mpuioxeHue. llpu
xponunoneuenue ¢ 'K 3agpmxurenHo TpsbBa 1a ce npopexaa mpoduiakTuka Ha 0CTe0nopo3ara
¢ ButamuH /I.

4. I'K morat n1a ce npuaraT JJakaJHO KaTo BbTPECTaBHU U IEPUCTABHU UHOUITPALIUU.

B peBmaTonornuHaTa mpakTUKa y HaC Hal-4eCTO CE M3IOJI3BAT MOJICKYIIUTE C KpaTKa M CpeaHa
MPOABDKUTEIHOCT Ha jeictBue - hydrocortisone, cortisone, prednison, prednisolone,
methylprednisolone. Monekynute ¢ roiasiMa mpoIbDKUTETHOCT Ha aeiicTBue (betamethasone u
dexamethasone) ce u3mon3BaT Mo-psIKo.

S.MmyHocynpecopu

Anakinra npencraBisiBa KONHWE Ha €CTECTBEHHs YOBEIIKU MPOTEHH, HapeueH ,,doBemku IL-1
peLenTopeH aHTaroHucT m Omokupa penentopute 3a IL-1. Ilpemnara ce mox ¢dopmarta Ha
MHXEKIMOHEH Pa3TBOp 3a MOJKOXKHO HpuiokeHue. M3non3sa ce B komOuHamus ¢ MTX npu
Bb3pPAaCTHH MAlMEHTH, KOUTO HE Ca c€ MOBJIMUIM afekBaTHO caMo oT MTX IIpenopbunrtennara
no3a anakinra npu PA e 100 mg BeaHbK JHEBHO, MPUIIaraHa MPUOIU3UTETHO 10 €THO U ChIIO
BpeMe BCEKH JICH.

IIpenopbku 3a jeyennero Ha PA

ITpes 2010 r. EBpomeiickata nura npotuB peBmatusma (EULAR) paspabotu 15
IIPENOPBKU 3a JieueHueTo Ha PA u Tpu Bojemu npuHiuna. EqHa oT OCHOBHUTE MPENOPHKH €, Ue
neuenrero ¢ k-bBMAPJI (methotrexate) TpsOBa ma ce 3amouHe BB3MOXKHO Hal-CKOpPO CJel
nuarHoctuuupaHeto Ha PA. ToBa € cblecTBeHa pas3ivKa B CPaBHEHHME C TepamnusTa Ha
3a0onaBaHero mpe3 90-Te TOAMHM, KOraTo KaTo MbpBa JUHHUS Ha JICYEHHE ca M3IOJI3BaHU
HCIIBn. [Ipyra HOBa mpenopbka e, ue jedeHuetro ¢ 0-bMAPJI Tps6Ba na ce 3amodne mpu



HE3aJI0BOJIMTEIIHN PE3YyJTaTh WIM KOHTpauHIUKauuu 3a JedeHuero ¢ k-BMAPJI. B
ChbBpEMEHHATa MpaKTuKa, npu Tepanuara ¢ 0-BMAPJI, Hnaii-uecto ce 3amouBa ¢ TNF-a
uaxuburopu (adalimumab, certolizumab, etanercept, golimumab wmm infliximab). Ilpwu
HE33JI0BOJIUTEITHU Pe3yaATaTu OT Tepanusra ¢ mbpBust TNF-o nHXHOUTOp criopen mpernopbKUTe
TpsiOBa aa ce npemune KbM apyr TNF-a naxudutop, abatacept, rituximab wmu tocilizumab.
EULAR BbBezie TpY OCHOBHM NPUHIUIIA 32 JIeYeHUETo Ha PA:
*  PEBMATOJIO3UTE ca CHEIHATMCTUTE, KOUTO TPsIOBa J1a JIeKyBaT Nal[UeHTUTE
* B3€MaHE Ha CbBMECTHO PEILIEHUE MEXKY MallMEeHTa U peBMaTOjI0ra
* OTYMTaHE HAa MKOHOMHYECKATa TEXECT Ha 3a00JisBaHETO (OCBEH BHCOKATa CTOMHOCT Ha
JUPEKTHUTE pa3Xogud Taka M Ha MHJIUPEKTHUTE CBbpP3aHU C HamalleHaTa
TPYIOCIIOCOOHOCT).

PEAKTUBEH APTPUT (CUHAPOM HA PAUTEP)

Ha WV Meocoynapoona pabomna cpewa no ReA npesz 1999 e. 6 bepaun, ce npeonaca
MEPMUHBM ,, peakmuéen apmpum "’ 0a ce u3N0I36a 8 CAYYAU KO2AMO XPOHUUHUSL apMPum u
MUxkpoonus npuuunumen ca acoyuupanu ¢ HLA B27 unu cnonounoapmponamus. 3a eécuuxu
OCMAaHAnU CAy4au Ha apmpum acoyuupa ¢ UHGeKyuoseH npuyuxumen 0a ce uU3Noi38d
mepmuna ,, ungexyuosno cevpsan apmpum** (infection related arthritis).

PeaktuBHust aptpur (PeA) e HErHoWHO CTaBHO BB3MAJICHUE, IMOPOJAECHO OT HH(EKIus ¢
M3BBbHCTABHA JIOKAJNM3allMsg - MHUKOYOIOJioOBa CHUCTEMa WM 4YpeBeH TpakT. Hail-uecture
npuunauTenu ca: Chlamydia trachomatis, Yersinia enterocolitica, Salmonella enterocolitica,
Shigella flexneri, Campylobacter jejuni. Ot 60% mo 80% ot 6onHuTe ca Hocutenu Ha HLA-B27
anTureHa. OCHOBHA KJIMHUYHA [IPOsIBA € AaCUMETPUYHUS OJINTOAPTPUT WIM MOHOAPTPUT, 3acATall
IIPEIMMHO JIOJIHUTE KpalHUIM. XapaKTEPHO € BHBIMYAHETO HA aKCHAJIHUS CKEJET U CHTE3UTE,
KoeTo pnajne ocHoBaHue PeA gna Opae kinacupuuupad B Tpynara Ha CEpOHEraTUBHUTE
CHOHJWJIOAPTPUTH. YPETPUTHT, LEPBULUUTHT, OYHOTO BB3MAJNEHUE U KOXKHO-JIUTAaBUUHHUTE
MIPOSIBH YECTO NMPHUAPYKABAT CTaBHUS cUHApoM. OOuuaiiHo OojeayBaT MbXe U KeHU Mexay 20
u 40 rogumHa Bb3pacT. [locrcekcyanuusar PeA e mo-uect npu MbXKeTe, a MOCTEHTEPUTHUST PeA
€ €JIHAKBO cpellaH npu asara nojna. [Ipe3 mocinegnute 10 - 15 romunm yvecrorara Ha PeA
3HauuTesnHO Hamanst. CunapomsT Ha Palitep € yacteH cinyuail Ha PeA, uzsaBsBai ce ¢ Tpuagara
apTPUT, YBEUT U YPETPHUT.

JAunarno3a na PeA

JlHec 3a nuarHocTHIMpaHe Ha PeA ce M3MON3BAT pesuzupanume KiACUBUKAYUOHHU Kpumepuu
om 1999 eoouna, npuemu na \N Meoscoynapoona pabomna cpewa 6 Bepaun. Te BKIIOYBAT
TOJIEMH M MaJIK KPUTEPUH, KAaKTO M M3KJTFOYBAIIN TaKHBA.



Tonemu kpumepuu
1. ApTpUT cbC CIEIHUTE XapPAKTEPUCTUKU (HEOOXOAUMO € HAIWYMETO HAa 2 OT IMOCOYMHHUTE 3
MIPU3HAKA):

* AcuMeTpuycH

*  MoOHOapTPUT UK OJUTOAPTPUT
* IIpenoMuHAHTHO 3acsiraHe Ha JIOJIHUTE KpalHUIIN

2. [Ipeaxosxaama cuMnToMaTHYHA MH(EKLIUS, C €HA OT CIICAHUTE JIBE XapaKTCPUCTUKHU:
* Enrteput (quapus 10 6 ceqMuUIM Npeau Ha4yaloTo Ha apTpUTa)

*  VYperput (au3ypus A0 6 CeAMUIM NMPEAN HAYaJIOTO Ha apTPUTA)

Manxu kxpumepuu (IOHE €IHO OT CICTHUTE)
1. loka3aTesICTBEHU JAHHU 3a TPUTrepHa NHQEKIHS
* Tlonoxurenen PCR TecT 3a HYKIECMHOBUM KHUCEIHMHH OT CYTpEIIHA YpUHA WJIH
ypeTpanen/iiepBukaieH cekper 3a Chlamydia trachomatis.

* JlosoxuTenHa KOMPOKYJITypa 3a YPEBHU NATOI€HHW MHUKPOOPraHW3MHU ACOUMUPHU C
ReA

2. JlokazareiacTBo  3a  MEpCUCTHpalla  CUHOBHaNHA  HH(peknus  (MOJOKUTETHA
umyHoxuctosorust win PCR 3a Chlamydia)

Jlnaro3aTta peakTHBEH apTPUT ce NMpHeMa 32 CUTYPHA, IIPU HATMYMETO Ha J[BA FOJIEMHU KPUTEPUS
Y €JIMH MAJTbK KPUTEPHIl.
JluarsoszaTta € BepoOSITHA TPH: HAJMYUETO HA JBAa TOJIEMH KPUTEPUS WM €IUH TOJSIM U €IUH
MaJ’bK KPUTEPHUI.
Knacudukanmmonnure kpurepun 3a ReA He ce mpuiarat npu yCTaHOBEHa Jpyra NMpuyuHa 3a
OCTBP apTPUT WK JAaHHU 32 JpyTra apTPUTOTeHHA MH(EKITHS.

JAudepennuaHa 1uar1o3a
Haii-yecto T ce mpaBu cbC ClEeTHUTE OOJIECTH:
® CENTUYEH apTpHuT,
® [ICOpPUATUYEH apTPUT,
e [ozarpa,
e cunapom Ha Behcet,
® peBMaTOUJEH apTpPHUT,
® pEBMaTHU3BM,
e Oomnect Ha Bechterew,
e JamMmcka Oosect u Jp.

Crparterusi Ha TepanusiTa



AHTHONOTULN
1. Cnen mbpBOHAYATHOTO JICYCHHE Ha WHQEKIMATA, Ja HE C€ MpujaraT aHTHOMOTHIIN
IoBeYe OT 4 CEJIMHUIIM, C IIEJI Ja Ce TPEeTHpa PEaKTUBHHUS apTPUT MPUIMHEH OT racTpo-
WHTECTHHAIIHA WM YPO-TCHUTAITHA HH(EKITHUSI.

JIeKapCTBeHa Tepanusa

1. HecTtepouanu npoTuBOBB3NAJNTEIHM JekapcTBeHu npoaykTu (HCIIBJI)

HCTIBJI nputexxaBaT 00e300s1BaIl, MPOTUBOBB3MAINTEICH M aHTUNUpeTH4YeH edekrt. Te ca
CpencTBO Ha MbpBU M300p 3a seuenuero Ha PeA. HCIIBJI nmotuckar Bb3MaauTEIHHUS TPOIEC B
CTaBUTE, aKCUAJIHUS CKEJIET U €HTE3UTE, KaTO 3HAYUTEIIHO MOA00psBaT (yHKIMITA HA OMOPHO-
JBUTATEITHUS amapar.

[IpoABIHKUTEIIHOCTTA HA JICUEHUETO 3aBUCH OT aKTUBHOCTTA Ha apTPUTA U MPOABIKABA JI0KATO
e Heoboxoaumo. [Ipy Ha3HayaBaHETO HA CHOTBETHUS JICKAPCTBEH MPOAYKT TPsiOBA J1a C€ OTUMUTAT
PHUCKOBETE, CBHP3aHU ChC ChPJCYHOCHI0BATA CUCTEMA, CTOMAIIHOYPEBHUS TPAKT U OBOpeIuTe.
ITpu neuenuero Ha PeA maii-uecto ce m3monssar: diclofenac sodium, aceclofenac, etodolac,
naproxen, ketoprofen, ibuprofen, dexketoprofen, meloxicam, piroxicam, tenoxicam,
indometacin, etoricoxib, celecoxib (smx PA).

2. I 1I0KOKOPTHKOMIH

ITpu HeedexkruBHOCT Ha jeueHueTo ¢ HCIIBJI wim Bucoka aktuBHOCT Ha PeA (debpunmrer,
aCTEHOAJMHAMUS,  XEMaTOCIUICHOMETalusl,  JUMQaJeHOMEraius, BUCIEPAIHU  TPOSBH,
3HaynTenHo moBumeHn croiHoctd Ha CYE m CRP) ce HasnawaBar Timokokoptukoumu. Te
IIPUTEKABAT MOIIHO NMPOTUBOBB3MAIUTEIHO JEHCTBUE U TEXHUS ePeKT € MHOro Opb3. [Ipunarat
ce per 0s wiu 1.v. Hauannara no3a e 20 - 40 mg prednisolone B 3aBUCHMOCT OT aKTUBHOCTTa Ha
3abonsBanero. Ilpu HeoOxommmocT Morar jga ce mnposexaaT u myiacose ¢ 1000 mg
methylprednisolone i.v. Muoro m00bp e(peKkT ce mocTHra Mpu BHTPECTABHO U TEPUCTABHO
npuinoxxenne Ha ['K.

B peBmaTonornyHara npaxkTHKa y HaC Hali-4ecTO € M3IOJI3BAT MOJICKYJIMTE C KpaTKa U CpeaHa
MPOABDKUTETHOCT Ha jeictBue - hydrocortisone, cortisone, prednison, prednisolone,
methylprednisolone. Monekynute ¢ royisiMa NMPOABIDKUTEIHOCT HA JCHCTBUE (DeTaMeTa30H M
AeKcaMeTa30H) Ce U3I0J3BAT MO-PAIKO.

3. KonBeHUHMOHATHH 00JiecT-MOAM(PUUHPALIN AHTHPEBMATHYHH JIEKAPCTBEHU NMPOAYKTH
(xkBMAPJI)

[Ipunarar ce npu 3arerHato Wik XpoHuyHo npotuyane Ha PeA. Okono 50% ot GomHUTE NpaBsT
peUMINB MIpe3 MbPBUTE 6 Mecena.



Sulfasalazine e cpeacTBo Ha mbpBU KM300p. 3amovHAT Mpe3 MBPBUTE 3 Mecelma MHAYIUpa I0-
Obp3a U MO-IPOABIDKUTENTHA PEMHCHUs CHIpsMO Tiiane6o. [Ipenoppuntennara mgo3a € 2 g/aH, HO
MIPH OTIPEJICIICHH CITydai Moxke Aa Obae yBenuueHa 1o 3.0 g/nH (Bux PA).

MTX ce mpunara B ciayd4aif Ha nurca Ha eekT ot JeueHuero cbe sulfasalazine. 3amousa ce ¢ 10
M@ /cenMUYHO U J03aTa MOCTENEeHHO ce yBenuuana 10 15-20 mg/cenmuyno (Bux PA).

4. JleyeHHe HA OTKJIIOYBAIIATA MHeKIHA

UpeBHHTE HHPEKIUU UMAT CAMOOTPAaHUYABAll| Ce XOJ B PaMKUTE Ha 2 - 3 1HU U OOMKHOBEHO HE
ce Hajara aHTuOakTepuasHo JiedeHue. [Ipu OonHum ¢ PeA u 1no3uTHBHA KOMNPOKYITypa ce
npuaaraT: 0era-lTakTaMHM aHTHOMOTHIM - meHMuuauHoBH (amoxicillin, ampicillin) u Tpera
redepanus  uedajgocnopunu  (cefixime, ceftriaxone); xumuoaonm (nalidixic acid,
ciprofloxacin, norfloxacin, ofloxacin); makposuau (azithromycin) u 1pyru - cyagonamuau,
TeTPAaUMKJIMHU. JleueHueTo npoabikasa 7 - 14 qHu.

['enuto-ypuHapHata ¢opma Ha Oosiectta Haii-uecto ce npuumHsa ot C. trachomatis.
Heycnoxuaenute ¢opmu (ypeTpuT, LEPBHLIUT) C€ TPETHUpAT 7 ITHHU, TOKATO YCIOXHEHUTE
(mpocTaTuT, ENUAUIUIUMUT, CAIMHUHIHUT, 0o(opuT, napamerput) — 14 nuu. Yecto mbTu equH
aHTHOMOTHYEH KypC HE € IOCTaThUYeH U Ce Hajara ciejl IOYMBKa OT 15 THM J1a ce mpoBeaar ole
1 -2 kypca.

CpeactBo Ha mbpBH u300p ca Makpoauaute (azithromycin) W TeTpaUKIHHUTE
(doxycycline). EdextuBHoctTa uM € 0k0510 95%. Azithromycin mpu Bb3pacTHU X0pa ce mpujiara
mo 1.0 rpam emHOKpaTHO AHEBHO. 3a jaena jgo3ara ¢ 10 mg/kg, Ho He moseue ot 1 g/mH. He ¢
NOTBBPJIEH (peTasieH pucK mpu mpoyuBaHus ¢ xopa. Doxycycline ce HaznawaBa 2 x 100 mg/mH.
He ce npenoppuBa npu aena nox 8 rogunu. [lpu nena wHag 8 roguHu - mo3ara € KakTo MPH
BBb3pacTHUTE. JlokazaH e ¢eTalieH pUCK, MOpajaud KOETO HEe Ce JlaBa M0 BpeMe Ha OpEeMEHHOCT.
Erythromycin u cyndonamuaure ca mo-mMajiko epeKTUBHU U C TOBEYE HEXEJaHH JICKapCTBEHU
peakuuu. Ilpu nema, OpeMeHHH M KbpMeIIM *eHU erythromycin € MoJaxojsiia aaTepHaTHBa.
Jo3ara ¢ 30 - 50 mg/kg, pasmpeneneHa B 4 mpuema B mpoabkenue Ha 10 - 14 nHu.
EnMHCTBEHOTO MPUEMITUBO JIEYEHUE 3a HEOHATAJIHATA XJIaMUAUKWHA OPTaIMONaTHs € TepanusTa
¢ opasien eputpomunura 50 mg/kg aHeBHO B poabukenue Ha 10-14 quu.

AHKNMJIO3NPALI CHOHANJIOAPTPUT (no MKB kox M45)

1.3.1. Jepuunuus
Ankunosupamusat cnoHAuIuT (AC) € XpOHHMYHO BB3MAIUTEIHO PEBMAaTHYHO 3a00sBaHE,

AQHTXKUPAIIO CAKPOMIMAYHUTE CTaBU (CAKPOWIIUHUT, KaTO OTIMYUTENEeH Oener), rphOHauHUs
CTBHIO BBHB BapuaOWUIIHA CTENEH M MO-PAIKO mepudepHuTe CTaBU. [IBpBUYHOTO OTHUINE HA
Bb3nasieHne npu AC ca CyXOXXUIJIHUTE €HTE3U M 3aJJaBHUTE MECTa Ha JINTAMEHTUTE 3a KOCTTa,
CaKpOUJIMAYHUTE U aHO(l)I/ISI/IaJ'IHI/ITe craBu. bonecrra mma TPU OCHOBHH KIMHWYHHU MPOABH OT
CTpaHa Ha OIOPHO-JIBUTaTeNHUs amapar: l. CUMITOMHU OT aKCHUaJIHMs CKeJleT, 2. mepudepeH
aprput u 3. eHre3utr. [larorHomonmunu 3a AC ca HOBOTO KOCTHO (Qopmupane -



cuHAecMOGUTUTE U aHKWUJI03aTa Ha IpbOHayHUSA cTHI0. AC e 10 rojsiMa CTENEeH I'eHETUYHO
JETEPMUHUPAHO 3a0oJisiBaHe, KOeTo uMa moaueprana acoruanus ¢ HLA-B27. [Ipuuucnssa ce
KbM cnioHaunoaptTputute (CrA).

AC e Haii-4ecTOTO BB3MAJUTENIHO 3a0ojsiBaHe Ha TpbOHaka mo cBera. Yecrorata My Bapupa
Mexnay 0.1% - 1.6%, no 2% 3a Haxou erHuuyecku rpynu. [lo-yecto ce cpema npu Mbxkere, B
CpaBHEHHE C )KEHUTE, ChOTHOLICHUE MBKE KbM keHH - 2—3:1. B moBedeTo u3neaBaHu KOXOPTH C
AC mpeoOnamaBaT MBXKETe, HO B MpoydBaHe OT 1996r. CHOTHOIIEHUETO MBKE/>KEHU JOCTHUTA
npubmusurenno 1:1. BeposATHH mpuuMHU 3a TE3W pe3yiATaTd ca MPUIEIHO HACOYBAHE KbM
uaeHtupunmrpanero Ha mbxere ¢ AC. Cro0maBanaTa NpoMsiHa B ChOTHOILICHHETO € CBbp3aHa C
MOBUIIIEHATa OCBEJOMEHOCT Ha KEHHUTE 3a 00JIeCTTa.

1.3.2. KiMHAYHA CHMIITOMATHKA H AUATHOCTUYHHA KPUTECPUHU
Kakro IIpu MHOT'O Apyru 3360H$IBaHI/ISI, YUATO €THUOJOINA HC € TOYHO HM3siACHCHA, JHMarHo3ara Ha

AC ce 06a3upa Ha KJIMHUYHUTE OcoOeHocTH. B exeaHeBHaTa MpakTHKa, Mpearoiaraemara
KIMHAYHA JUarHo3a Ha 0oJjiecTTa OOMYaiHO C€ TOJKPErs OT PEHTTEHOJIOTUYHH JIOKA3aTeJICTBa
3a cakpownuutT. B peictBurennoct, AC ce cmsTa OT rojisiMa 4acT OT KIMHUIMCTUTE 3a
“cumnroMaTudeH cakpounuut’. [loHacTosmem 3a auarHoctunupanero Ha AC ca obmonpueru
moudumumpannre Hio Mopkcku knacuduxarmonnu kpurepun ot 1984 ron. (taén. 1). Te umar
yyBcTBUTETHOCT 83% U cienuduunoct 98%.

KimHUYHHATE ITYHKTOBE B TE3W KPUTEPUU OTPA3sIBAT MO-TOJIsIMAa O0JIECTHA MPOIBIDKUTSIIHOCT H
o0WYaifHO HE ca TMPEJCTAaBEeHW MPU paHHOTO 3aboiissBaHe. J(marnoszara ce 0a3upa TIaBHO Ha
HAJIMYUETO Ha PEeHTreHorpad)cku MpOMEHU B CAKpOWJIMAYHUTE CTAaBH, HA/IBUINABAIIM 2 CTEMEH
€THOCTPAHHO.

Ta6auua 1. Momudumupann Hro Mopkckn kputepuu 3a akuto3upan crioruiut (1984)

» KianHMYHU KpUTEpHUH:

- bonka HUCKO B I'bp0a U CKOBAaHOCT, C MPOAB/DKHTEIIHOCT HajJ 3 Mecela, KOSTO Ce
o100psiBa OT Pa3JIBUKBAHE U HE ¢ 00JICKYaBa OT MOKOM.

- OrpaHnueHue B NOABMKHOCTTA Ha MOSCHUS IpbOHAK B caruTajHaTa U (poHTANIHATa
PaBHMHH.

- Ol"paHI/I‘leHI/IC B pas3rpbllaHCTO HAa T'PbAHHA KOII, COPAMO HOPMAJIHUTE CTOMHOCTH 3a
BB3paCTTa U MoJIa.

> PeHTreHoJiorm4eH Kpurepmii:

- CakpownnuT > 2 cTeleH ABYCTPaHHO WK 3 - 4 CTEIeH eTHOCTPAHHO.



JdepunutuBen AC ce mnpuema, ako € HaJWIe PEHTreHOJOTHMYHUSI KpHUTepHil B
chb4YeTaHue C MOHe eIMH KJIMHUYEeH KPUTepPHil.

XpOHUYHUTE KOCTHU U CTAaBHU YBpEAM, KAaKBUTO ca JAECCTPYKTHBHUTE JIE3UH (€po3uu) HU
MPEeIMMHO TIPOSBUTE HA HOBO KOCTHO (opMHupaHe (OCTEOCKIEpOo3a U aHKWIIO3a) Ce pa3BUBAT
0aBHO B XO0Ja Ha OOJECTHMsS MpoOLeC, MOpaad KOETO MOraT Ja MUHAT HAKOJIKO TOJAMHU Ha
MOCTOSIHHA WU (UIyKTyHpamia OoJecTHa aKTUBHOCT, IPEIu T€ Ja CTaHaT OTKPUBAEMHU 4pe3
peHTreHorpadckoTo uscieasane. O6nUaitHO UMa MPOIBIDKUTENIHO 3a0aBsHE OT CPEIHO OKOJIO 8
U IIOBEYE TOAMHHU MEXJIy HAayaJoTO HAa CUMITOMHUTE M IIOCTABSHETO Ha JMArHo3ara, OCHOBHO
Mopajid M3MCKBAaHETO 3a JOKYMEHTHPAHM JIOKA3aTEJCTBAa 3a PEHTICHOTPa(CKH CAKpOMIUUT.
Iopanu ropenocodyennte npuunan moauduimpanute Hio HMopkcku kputepuu 3a AC He ca
MOAXOJISAIIN 32 IMarHOCTUIIMpaHe B paHHUTE ¢a3u Ha OolecTTa.

B nauanoro Ha 90-Te roguMHM HaBIM3a MAarHUTHO pe3oHaHCHOTO u3cieasBaHe (MPU), koeto
OOCKTHBHU3UpA BB3MaJEHHETO Ha cakpownnayHutre craBu (CH) m rppOHaKa, MHOTO mpenu
Ne(UHUTUBHUTE JIE3UU B TAX /1a CTAaHAT OTKPUBAEMHU Ha KOHBEHIIMOHAIHA peHTreHorpadus. [lpu
6osHu ¢ HopManiHu CH ctaBu WM ¢ HesACeH/CbMHUTENEH 00pa3 Ha JIUIeBa peHTreHorpadus, Ho
aKTHUBeH cakpowiuuT Ha MPU, curypen peHTreHorpadcku CakpoOWJIMUT C€ pa3BUBa B
3HAYUTEIHA MPOIOPLUS OT MaUUeHTUTE ciel 3-7 roauHU. Bb3HUKHA MPEANOI0KEHUETO, Ye
OOJIHUTE C aKCHaJeH CHOHAMJIOAPTPUT, HE3aBUCHUMO OT HAJIMYMETO WIM JIMIcaTa Ha
peHTreHorpadcKi NPOMEHH MPUHAJIEKAT KbM €JHa O0JIecTHA LSIO0CT.

JlHec TepMUHBT ,,akcuaneH CnA” oOxBamia: 1) manueHTH ¢ XpoHHYHA OOJika B T'bp0Oa, KOUTO
umat AC, neduHupaH ype3 CUTypHH peHTreHorpadcku ctpykrypHu npomenu B CU ctaBu u 2)
MalUeHTH ¢ paHHa win adoptuBHaA (popma Ha CHA, cbhC cakpowIHadyHo Bb3nanenue npu MPU
(obpa3Ho pamo Ha kiacu@ukanuoHHute kputepun) uan HLA B27 B27 (kIMHUYHO pamMo Ha
KJIaCU(DUKAIIMOHHUTE KPUTEPUHM) B KOMOMHAIMs C TUOMYHUTE ocoOeHocT Ha CnA (He-
pentrenorpadgcku akcuaneH CmA) (tabn. 2 u 3). JIOHTUTYAMHATHU TPOYYBAHUS, cOdYAT
nporpecus Ha He-peHTreHorpagckus akcuaneH CnA keM AC B 36-59% ot ciyyaure 3a > 10r.

Taémuma 2. Knacudukaimonau kpurepun Ha ASAS 3a akcuasneH cnoHaunoapTput (SPA) npu

ManueHTu ¢ 0oJika B rppda > 3 Mecela U Bb3pacT Mpu HadayioTo < 45T.

CakpoWJIMUT OT 00pa3HO M3cieABaHe™ HLA-B27
TLTIOC WM TLTFOC

> 1 npusnak Ha CnA# > 2 apyru npusHauu Ha CnA#




# Ilpusnanu Ha SPA

Br3nanurenna 6oka B repba
ApTtput

EnTesur (meta)

VYBeur

JaxtrmmT

IIcopuasuc

Bonect ma Crohn/komnur
Jo6bp epext or HCTIBn
®damunna anamuesa 3a CnA
HLA-B27

ITopumen CPIIT

* CakpoWsTuuT OT 00pa3HO U3CieaABaHE

e AxrtuBHO (OCcTpo) Bb3maneHue Ha MPU,
BUCOKO  CYCHEKTHO 33  CAKpOWJIMHT
acormuupan csc CriA

e CurypeH peHTreHOTpadCKH CaKpOWIUUT
cbrinacHo Moaudunmpanute NY Kputepun

Kpurtepunte na ASAS 3a kiiacuuuupane Ha aKCHAJIHUS CHOHAUJIOAPTPHUT (a ce MpUIAraT Npu

00JIHM ¢ XPOHUYHA 00JIKa B rbp0a U Bb3PACT NPHU HAYAJIOTO HA 00JIKATA B I'bp0a < 45 rogunu)

Ta6auna 3 Crnenudukanus Ha BapuaOMITHOCTUTE M3MOJI3BaHU B KPUTEPUUTE 3a Kiacupukanus
Ha akcuamHus crnoHawioaptpur Ha Assessment of SpondyloArthrtis international Society

(ASAS)

Knnanunum kputepun

OnpepeneHue

Be3namurenrna Oonka B
rppba

ChIiacHO eKCIepTHTE: HAJWYKE HAa YETUPHU OT CICTHHUTE TeT MapaMeTpH:
(1) Be3pact npu nedrora < 40r., (2) mocreneHHo Havano, (3) mogoopeHue
NpY pa3ABWXBaHe, (4) JuIica Ha NOA0OpeHre B TIOKOM, (5) HomrHa Ooika
(momoOpsiBamIa ce ciies pa3iBUKBaHE.

Aptpur

Hpe;[meCTBam WM HaJIMYCH AaKTUBCH CHUHOBUT, AWArHOCTHULHPAH OT
JeKap

damuHa aHaMHE3a

Hanuyue y poACTBEHHITU O MbPBA WM BTOpPA JHHUSA HA BCSIKO €IHO OT
cienHuTe: (a) aHKWJIO3WpAI CHOHAWIUT, (0) Tcopuasuc, (B) yBewur, (T)
PEaKTUBEH apTPUT, (1) Bh3MAJIUTEIHO YPSBHO 3a00IsIBaHE

ITcopuasuc [IpeamiecTBani Wiy HATUYECH [ICOPUA3UC, TUATHOCTHIIMPAH OT JICKap
Brn3nanurenHo upeBHo | [Ipemmiectamia win HanmuuHa Oonect Ha Crohn wim yiepo3eH KoJwT,
3a001s1BaHe JIMATHOCTHIIMPAHU OT JIeKap

Jaktuaut [IpenmiecTBa wiv HATUYCH TAKTUINT, THATHOCTULIUPAH OT JIeKap
Entesur EHTe3uT Ha meTara: mpeiecTBalia Wik HacTosIa CIIOHTaHHA O0JIKa HITH

YYBCTBUTBJIIHOCT IPHU H3CJICABAHC HA 3aJIaBHOTO MSCTO Ha AXu10BOTO
CYXOKHWJIMC WJIU TJIAaHTApHATa (baCLII/Iﬂ 34 KaJIKaHCYyCa.

IIpenen yeeur

IIpeamecTpan nin HATWYECH MPEJECH YBEHT, MOTBLPICH OT 0()TAIMOJIOT.

HoGep  OTroBOp  KbM
HCIIBn

Bonkara B rep0Oa 0T3By9aBa HAIBJIHO WM c€ 00JIeKYaBa B paMKUTe Ha 24-
48u. cnen neina noza HCIIBm.

HLA-B27

Tlonoxurenex TCCT, c506pa3H0 CTAHAAPTHUTC J'Ia60paT0pHI/I TCXHHKMU.

IToBumen CPI1T

CPII nax roprara rpaHdiia Ha HopMara B KOMOMHanus ¢ 6onka B rbpoa,
clell W3KIIOYBAaHE Ha JpPyrd TMPUYMHMA 32 TIOBUIIEHA CEpyMHa
koHueHTpanus Ha CPIL.




CakponuuT Ha | [IBycTpanen 2-4 craamii wium egHOCTpaHeH 3-4 cramuii, ChOOpa3HO
peHTrerorpadus moaudunupanure New York' cku kpurepun.

Caxpownuut Ha MPU AKTHUBHH BB3NATUTCIHH JIC3UM Ha CAKPOWIMAYHUTE CTaBU ChC CUTYPHH
JAHHU 33 €JeM Ha KOCTHHS MO3BK/OCTEHT, CYCIIEKTHH 3a CAKpOWJIHHT,
ACOITUMPAH ChC CTIOHIUIOAPTPHT.

CPII, C-peaktmBen mnporeur; HLA, wdosemkn neskorured antured; HCIIBi, wmecreponnnun
NPOTUBOBL3IAIMTEIHH CPEICTBA.

HoBure xmacupuKanmoHHN KpUTEpUH pasmupuxa crekrbpa Ha CHoA uype3 BKIIOYBaHE Ha
panHuTte popmu Ha 3a0ossBaHe B gonbiHeHue KbM AC.

Cuura ce, ye manueHTure ¢ akcuaneH CrA (kakTo He-peHTreHorpadcku akcuaneH CnA, taka u
AC) crpajar oT cepuo3HO M MHBAIMIU3UPALIO 3a00JIBaHe

e Axcuanuuar CoA 3acsra MjaaJu MbK€ U dKEHHU B Hal-IIPOJIyKTUBHATA UM Bb3PacT
e AxcuanHuiat CnA 4ecTo ocTaBa HEPa3IMO3HAT B MPOABIIKEHUE HA TOJUHU

e [lanuentute ¢ He-peHTrenorpadceku akcuaneH CnA u AC uMat cxoqHu 6enesu u
CUMITOMU

e HuBara na OoyiecTHA AaKTHBHOCT TIpU TNAIMCHTHTE C HE-PeHTreHorpadcKu
akcuaneH CoA u AC ca cxoaHu

e BASFI u BASMI (npexcraBsimy nocieaunuTe OT 3a00JsBaHETO) ca MaJKO I0-
BUCOKHM ITpu 60mHuTE ¢ AC

OcHoBHHTE KAMHUYHU cuMnToMu Ha AC ca 6onka, CKOBaHOCT, yMOpa U HapylleHa Qu3ndecka
¢yakusa. B panHure Qasu, QyHKIMOHAIHUTE OTPaHUYEHHUs CE€ ABIDKAT HAa BB3MAJICHUETO U
OOMKHOBEHO HapacTBaT B XOJla Ha OOJECTTa, KOETO € CBHhP3aHO C HOBOTO KOCTHO (hOpMHpaHE.
KimuHuyeATe CHMITOMM W TIOCHEABAIIaTa OOJIECTHA TPOTPECHS BOAAT JIO 3HAYUTEITHU
(YHKIIMOHATTHY 3aTPYAHEHUS U TIOBIMsBAaHE HA 3[PaBHO-00yCIOBEHOTO Ka4eCTBO HA KUBOT.

Boakara B repb6a ce cpema B Hax 80% or obmiata momysamus. 3aToBa € BaXKHO Jia C€
otbenexu, ye npu AC T4 nMa cnerupuyHr 0coOEHOCTH, KOUTO sl OTJIMYaBaT OT MEXaHUYHaTa
6oika B rppba: 1) Be3pacT mpu aedrota < 40r., 2) MOCTENEHHO Hayano, 3) Mojo0peHue cien
pa3ABIKBaHe, 4) JMIIca Ha MOA0OpEHHE OT MOKOM, 5) HomHa Oonka (1Mo j00peHne ciell cTaBaHe
oT cbH). bonkara nmpu AC ce chbyeraBa ¢ YyBCTBO Ha CKOBAHOCT HUCKO B I'bp0a, KOSATO ce
BJIOIIaBa Ha pa3ChbMBaHE W IMOHSKOra MNpoJb/kaBa Haj 3 yaca. M nBara cummroma ce
oI00PSIBAT OT TOPEII Ay, YIIPKHEHHS U PU3NIECKa aKTHBHOCT.

N3BbH-cTAaBHATA YYBCTBUTEJIHOCT € YECTO OIUIAKBAHE MPU MHOTO OT OonHmTe. TS € u3pas Ha
€HTE3UT, BB3MAIUTEIHA PeaklHs Ha MHCEpIUATa Ha CYXOXKWJIHETO 3a KOcTTa. UyBCTBUTEIHHU
MeCTa Hal-4ecTo ca KOCTOCTepHATHHUTE ChUJICHEHHUs, processi spinosi, cristae iliacae, trochanter



major, tuberositas ossis ischii, tuberculi tibiae nnu neture (AXUIOBO TEHAWHUT WX TUTAHTApEH
(daciuuT). PEHTreHOIOrMYHO Ha TE3W MECTa MOTAT Jia Ce M3sBAaT IIMIOBE/IITIOPH.

IlepudepHusT apTPUT (TUIUIHO ACUMETPHUYUCH OJIUTOAPTPUT HA JOJHUTE KPAWHMIIN) CE Cpella
npuOIM3UTENHO B 25% 0T 60HMTE. OOMUaiiHO BB3HHMKBA KHCHO B XOja Ha Oosectra. YecTo ce
3acsarar ‘“‘akcuajHuTe” CcTaBU (Ta300€ApeHM M pPAaMEHHHM), KOETO MOXKE Ja Mpeau3BUKa
3HAYUTENIHA (PU3NYeCKa WHBATUIAHOCT, OCOOCHO KOTaTO MapajelIHOTO € YBPEACH TphOHAaKa.
Kosnennurte cTaBu CHIO MOTAT JIa CE 3aCETHAT, OOMYAHO C MHTEPMUTEHTHH U3JIUBH. 3aCSITaHETO
Ha TEMITOPOMAaHIUOyJIapHUTE CTaBU ce cpeia B okojio 10% ot GonHwMTE.

Bp3nanurennuTe peBMaTUYHM 3a00JsIBAHUS Ca CBHP3aHH C MOBHIIEHA KOCTHA 3ary0a U KOCTeH
TbpHOBBP. ToBa BOAM A0 HaMaleHa KOCTHA MHHEpaJHAa IUTBTHOCT H  OCTEOIOpO3a.
Beprebpannute nedopmanuu ca HeMH XapakTepeH nmpusHak. OcreoneHusiTa ce HabIr01aBa oIe
B pannute cragun Ha AC. IloBuiieHa e yecrorata Ha CHUMITOMAaTHYHUTE OCTEOTIOPOTHYHH
BepTeOpasinu  ¢paktypu. Te pompuHacat 3a rpbOHauHata OOJKa, CKOBAaHOCT M 3aryba Ha
MIOJIBUYKHOCT.

W3BBHCKEIIETHUTE TIPOSBH HA O0JIECTTa BKIIFOUBAT OOIIM CUMIITTOMH, OYHH, KapINO-BaCKyJIapHH,
0enoIpoOHU TMPOSIBH, HEBPOJIOTHMYHO M OBOpeuHo 3acsrane. Yecto ce HaliomaBaT ymopa,
pPEeAyKIHS Ha TETJI0 U cyOdeOpuiHa TeMIieparypa.

Haii-uectaTa excrpa-apTHKyJapHa TpOsSBa € OCTPHUSl MpeleH YBEUT WM HPUIOUUKIINT,
cpemany ce B 25 1o 30%. Hayanoro Ha OYHOTO BB3MAJICHHWE HAW-YECTO € OCTPO W TUIIUYHO
€IHOCTPAaHHO, HO aTakuTe MmoraT Jga ce peayBaT. OKOTO ce 3ayepBsiBa U € OOJE3HEHO, ChC
3puTenHu yBpeau. Yecto uma GorodoOus 1 3acCUICHO ChI3eHe. AKO OYHOTO BB3IAJICHHUE HE ce
JIEKyBa WM JIEUEHUETO ce 3a0aBu, MOXKe Jla ce 00pa3yBar 3aJJlHU CHHEXUH U riaaykoma. [loBeueTo
aTaku yTuxBaT 3a 4 10 8 ceamui 0e3 MOCIEAMIU, aKO CE€ 3all0YHE HABPEMEHHO JICUYCHUE B
paHHUSA CTaJIUMN.

[IposiBuTe Ha CHpAEYHO y4acTHe BKJIIOYBAT AOPTUT HA aClEHJEHTHATa aopTa, aOpTHA KJAIHa
HE/IOCTaThUHOCT, MPOBOJIHN HApPYIICHUS, KapJUOMETaJIHs W MEPUKAPIUT M ca ITO-XapaKTepHH
pu OOJHUTE € MO-TONIIMA MPOIBIKUTETHOCT Ha OonectTa (15-30r.).

Benoapo6noro yuacrue e psaka U kbcHa mposBa Ha AC. XapakTtepusupa ce ¢ 0OaBHO
nporpecupaiia ¢pudpo3a Ha TOPHUTE ASUIOBE Ha OenuTe APoOOBE, KOATO CE U3SIBSIBA CPETHO JIBE
JeKay Ciie]] HaJaJloTo Ha CIIOHAWINTA. bermonpobHara BeHTHIAMS O0MYAHO ce MOIbpXkKa B
HOpMAJIHU I'paHUIM, IIOpagr IMOBUIICHOTO Y4aCTUC HaA gma(l)parMaTa B IUXATCIIHUTEC ABUXCHUA.
Taka ce KOMIICHCHpAa PUTHAHOCTTAa HA TI'pbAHaTa CTCHA, AbJDKalla C€ Ha BBBJIWYAHCTO Ha
I'PBAHUTE CTaBU BbB BH3NAJIUTCIIHUSA IIPOLEC.

HeBpoJsioruunute kommiaukanum Ha AC morat na ObgaT mpeau3BUKaHH OT (pakTypa,
HecTaOUITHOCT, KOMITpecHsl WK Bb3naneHue. CHHIAPOMBT Ha cauda equina € psAIKO, HO TEXKKO
ycnoxkHeHue Ha aparoroguiieH AC. 3acsrar ce JayMOocakpadHUTE HEPBHU KopeHueTa. ToBa



npCaAn3BHUKBa Oonka u 3ary6a Ha CETHUBHOCT, YECTO Ca HAJIUIEC YpPUHAPHHU U YPEBHU CHUMIITOMH.
IlocTteneHHO ce M3SABSBAT HU3IIYCKaHE II0 MajJIKa W rojisiMa HYy>XXJa, UHMIIOTCHTHOCT, 3ary6a Ha
YYBCTBUTCIIHOCT Ha CCaaiviHaTa 00J1aCT ¥ IOHSKOTa 3ary6a Ha I'JIC3CHHU KOHBYJICUH.

[Ipu ronsm asn ot nanuentutre ¢ AC ce ycraHoBsiBa IgA nepponarus. N3sBarta i yecto ce
CBITBTCTBA OT MOBUIIeHH HUBA Ha IgA B cepyma (93%) u yBpena B OnOpeuHara QyHKIuUs
(27%). AMunounno3ata (BTOpUYEH THUII) € PAIAKO YCIOKHEHHE.

I11. IlnarnocTu4yHo noBeaeHue

3a Ja 6’BI[C IIoCTaBC€Ha JUuarHo3ara paHo, HaBpEME, JICKapAa TpH6Ba Jla U3BbPIIH 33HLH60‘I€HO n
II'BJIHO (l)I/I3I/IKaJ'IHO HN3CJICABAHC, KOM6I/IHI/IpaHO C Haﬁ-CLBpeMeHHH O6p33HOI[I/IaFHOCTI/ILIHI/I n
n3CJIICABaHUA.

Du3ukanno uzcneosamne

I'pvonauna noosuscnocm. llpu wm3cnenBane Ha TpbOHAKa, OOMYAHO C€ OTKPUBA HM3BECTHO
OrpaHUYEHHUE B MOJIBUKHOCTTA HA MOSICHUS OTAEJ, KOETO C€ YCTAaHOBSBA IPU IpeaHa (ieKcHs,
XUIIEPEKCTEH3Us WM JlaTepasiHa ¢uiekcus. PaHHOTO M3rnaxaane Ha pusnonornyHara symoaiHa
Jopo3a ce ycraHoBsiBa omie ¢ oryeA. TectbT Ha Schober e mone3eH 3a OTKpUBaHE Ha
OrpaHUYEHHUETO B IpenHaTa ¢uiekcus. Jlumcara Ha yBelM4aBaHe Ha pas3jiMKaTa OT HU3MPABEHO
MIOJIOKEHHE JI0 MAKCUMAIHO HaBEXXJaHE HaIlpe] IPU U3MPaBEHU KOJIEHE MEXy NpeaABapUTEITHO
MapKHpaHUTE TOYKH (processus spinosus Ha MeTd mosiceH mpeuuvieH u 10 cM Harope 1o
cpenunHata auHus) oT 10 Ha 15 cm, e mpusHak 3a peayuupaHa MOABUKHOCT Ha IOSICHUS
rppOHak. HamansiBa ce cbiio jarepanHarta (piekcusi, KaTo poTalusTa Ha rpbOHaKa MOXe Ja
MPUYUHM OOJIKa.

Ioosudxxcnocm na epwvonus kow. Yecto B panHus craguil Ha AC ce ycTaHOBSIBA JIeKa 10 yMepeHa
peayKlMs Ha MOJBMKHOCTTA Ha IpbAHaTa KieTka. Hamanenue mox 5 cMm mpu miaau xopa, ¢
MIOCTETIEHHO Bb3HMKHAJIa XPOHUYHA Bb3MaJUTENIHA 00JIKa HUCKO B I'bp0a € MHOIO CYCIIEKTHA 3a
AC. TloaBwKHOCTTa Ha IpbJHATa KJeTKa TpsAOBa Ja ce M3MepBa MPH MAKCUMAJIHO BIMILIBaHE
cien popcupaHo MaKCUMAIHO M3MIIBAaHE HA HUBOTO Ha YETBBPTO MEXAypeOpue Mpu MbXKeTe U
HENOCPEACTBEHO MO/ I'bPJUTE MPU KEHUTE.

B cBBpeMueTo muMpoko BB3NpUET MHICKC 3a u3cieaBaHe Ha OosnHu ¢ AC e MeTpONOrHYHMSA
unnekc Bath Ankylosing Spondylitis Metrology Index (BASMI). Toii Brito4YBa 5 KIMHUYIHA
M3MEpBaHUs, KOUTO HAW-TOYHO OTpa3sBaT aKCHAJIHMs cTaTyc (T. €. IepBUKAJIEH, TOpAaKaleH U
MosiCeH TPbOHAK, Ta30-0€IPEeHN CTaBH U Ta30BU MEKH THKAaHHU): Tparyc — CTeHa, MOJUPHUIMPaH
TecT Ha Schober, nepBuKaiHa portanus, JyMOalHa cTpaHWuYHA (pIeKcHs U MHTEpMalieoJIapHO
pas3CTosiHUE.

Eumeszum. Hanmnuuero Ha €HTE3UT MOXeE Jia OBbJe OIEHEHO Ype3 M3Clie/IBaHe Ha tuberositas 0ssis
ischii, trochanter major, processus sSpinosus, KOCTOXOHJApPATHUTE W MaHyOpPHOCTEpHAITHUTE



chwieHeHus, crista iliaca. JlOMbIHUTENHM NPOSBM HA EHTE3UT Cca AXWIOBHS TEHAWHHUT H
TUTAaHTapHUS (ACLUUT.

Caxpounuum. JlupexkTHusaT Hatuck BbpXy CU cTaBum Moxke ga mpeau3BUKka 0oOJKa, KakTo U
CHeIHaIHUTE NMPUIOMHU 3a U3CIIEIBAHETO UM, BBIIPEKH, Ye TE3U TeCTOBe He ca crenupuynu. Te
Morar ja ObJaT OTpULIATE]HU IpPU PAHHOTO 3a00JIIBaHE WJIM Jla C€ HEraTUBU3UPAT B KbCHUTE
CTaJlu, Thi KaTO BH3MAJIEHUETO Ce 3aMecTBa OT (MOpPO3HA MIIM KOCTHA aHKHIIO3a.

IV. JIaGopaTopHu TecTose

Pyrunnute kpbBHM npoOu He ca nojie3Hu. Be3nanutennute 6momapkepu CPIT u CYE ca nom
MHIUKATOp Ha OonecTHata akTUBHOCT Ipu AC, 3a pa3iuka OT peBMAaTOMJIHUS apTPUT U CHIIO HE
oTpa3sBaT TOYHO MporpecusitTa Ha peHTreHoBute npomeHu. [Ipu 15% ot Gomnute ¢ AC ce
pa3BHBa JIEKOCTENIEHHA HOPMOXpPOMHA aHemus. YacT OT cTpajgamure OT 3a00JsIBAHETO HMAT
MOBUIIICHA cepyMHaTa ankaiHa gocdarasza (mpousxoxkaamnia oT Kocrra), 0e3 1a € HauIe Bpb3Ka
C aKTHUBHOCTTa WJIM NPOABIDKUTEIHOCTTAa Ha 3alosisgBaHeTo. YUecTo ce ycTaHOBsSBa W3BECTHO
MOBUIIICHHUE HA cepyMHHUS [gA, 4reTo HUBO Kopenupa ¢ ocTpopa30BUTE PEaKTAHTH.

Onpenensinero Ha HLA-B27 antureH miam reHa 3a HEro € M3CJEIBaHE C BUCOKA OTPULIATEIIHA
MPEAUKTABHA CTOMHOCT - OTPUIATEIHHAT PE3yiaTaT C TojlsiMa HaASKIHOCT OTXBbpis AC,
3amoTo okoJo 91-95% ot Gonuute ¢ AC B Obirapckara nomysamus ca HOCUTEIH Ha TO3U TeH.

V. O6pa3nu u3cjaeaBaHus
Koneenyuonanna penmezenozpagus

PentreHorpadckute HaXOAKH MPU CAKPOWJIMHT ca OOMYallHO CUMETPUYHM W BKJIIOYBaAT: 1)
HESICHU OuepTaHus M 3aMbIVIsIBaHE Ha CyOXOHJApajHaTa KOCTHa IUIaCTMHKAa 2) €po3uu Ha
noJjyieXxaniara Koct (c ,JceBIopa3lIMpeHrne” Ha CTaBHaTa MeXAWHa), 3) cyOXoHjapaiHa
0CTEOCKJIepo3a, 4) o0pa3yBaHe Ha KOCTHUM MOCTOBE M IThJIHA KOCTHA aHKMJ03a Ha CU cTaBH.

IIpenopbuBa ce MPOBEXJAHETO HA JUIEBa U NMPO(UIHA MPOEKIMs Ha MOSICHUTE MPELUIEHU U
npodus Ha IUHHM MpenuleHu. PeHTreHorpadckure npoMeHH Ha rpbOHAYHUS CTHJAO ca: 1)
CKJIepo3a W epo3uM Ha mpuwiexanmure 10 anulus fibrosus briam Ha npenuieHHUTE Tena, 2)
KBaJIpaTH3alys Ha MPElNUIeHHUTE Tena, 3) CHHAeCMOPUTH, 4) IbJIHK KOCTHU MocToBe. [Ipu vact
OT OOJIHUTE MOXKE JIa HACTBIIU ITBJIHO CHOSBAHE HA IPBOHAYHUS CTHIIO (,,0aMOyKOB rpbOHAK”).

Kommombpua momozpaqbu;l Ha cakpouiuadHume cmaeu

KT mosBoasBa o-AeTaiaeH o6pa3 Ha aHatoMuaTa Ha CH cTaBH M MO-TOYHO 06CKTI/IBI/ISI/Ipa
XPOHUYHUTEC KOCTHHU IMPOMCHU, ABJDKAINHU CC€ Ha CAKPOWIIMUT - €pO3HWU U YaCTHYHA AHKHWJIO034,

80 Tlonesna e u 3a

KOUTO MOrar Ja HE€ C€ BHIAT Ha KOHBCHIIMOHaJIHaA peHTreHorpa(bI/m
nudepeHnragHaTa quario3a ¢ addysHata uaMonaTHYHA CKEJeTHa Xumepoctosa (6ojecT Ha

Forestier).



Maznummno pezonancrno uscnedsane na CH cmasu u zpvonauen cmvio

OcHoBHOTO mpenuMcTBO Ha MPU e, ye Moxke 1a 00EKTUBHU3MpPaA OCTPUS BBH3MAIUTEICH IMPOIIEC
KaKTO B KocTTa, Taka U B CU cTaBu - CaKpOWUIUUT, CIIOHIUIUT U CIIOHAMIOAUCIIUT. AKTUBHOTO
Bb3nasieHue Ha CHU ctaBu, apipkamio ce Ha CIA MoKe J1a ce BU3yalln3upa KaTo KOCTHO-MO3bUYEH
eaem/octent, ciHOBUT Ha CH cTaBu, eHTE3UT WK KancyauT. JIe3unTe Ha CTPYKTypHA yBpeia Ha
CH craBu Morar Ja ce u3sBAT KaTo CyOXOHpaaHa CKJIepo3a, epOo3rur, MACTHH JICTIO3UTH, KOCTHU
MOCTOBE/aHKHJI03a.

Bbrpekn ue OT BB3MAJICHUETO CE 3acAraT BCHUYKUTE TPH TPHOHAYHH CErMEHTa, Hal-4ecTo
AKTUBHU HNPOMCHHU CC€ OTKPHUBAT B JOJHHA OTACI Ha TOPAKAJIHUA Fp’b6HaK. HpI/I3HaL[I/ITe Ha
aKTUBHOCT Ha OoJiecTTa ca eeM W/WJIM KOHTPACTHO YCUIIBAHE, KOUTO OOMYANHO CE JIOKATH3UPAT
10 BITIMTC Ha IMPCHIIICHUTE. XpOHI/I‘IHI/ITC MMPOMCHU Ca MACTHO OTJIaraH€ B KOCTHHUA MO3BK 10/
BEpTEOpAIHUTE TUIACTHMHKH, HOBO KOCTHO ()OpMHpaHEe C YAaCTHMYHO WJIHM ITHJIHO CIIMBaHE Ha
MPEIUICHHUTE TeJa.

Kocmua cyunmuczpaghusn

CuuaTturpadusara ce M3IMOJ3BaIlle B MPOIBDKEHUE HA MHOTO JISCETHJICTHS 3a OTKPHBAHE Ha
AKTUBHOTO BB3MaJieHWE MpU THanueHtutre c¢bc CHA, HO BedYe HE Hrpae ChIIECTBEHA POJsS 3a
JMAarHOCTULIMPAHETO M MPOCHEASBAHETO WM, NOpPAAM OrpaHUYEHATa CH CEH3UTHUBHOCT U
cnenuduanoct. [lonacrosmem e 3amenena or MPH.

Yﬂmpa33yl<03a OouazHocCmuKa

VYaTpa3BykoBoTo m3cneaBane npu OomHuTe ¢ AC € OT moJi3a MpH yCTaHOBSIBAHE HAa €HTE3UT U
Oypcut. To € MO-4yBCTBUTEIICH METOJ| 32 OTKPHUBAHETO HA TE3W MPOMEHH OT (DU3HKAITHOTO
HN3CJICABAHC. B ximnnuHara IMpaKTUKa nmoArnomMara agarao3ara, KakTo 1 JICHCHHUETO C aCliupanus
W/WIH KOPTUKOCTEPOUIHU MHXKEKIIMH 10 Y3 KOHTPOI.

/Jleoiino enepeuiina penmeenosa avcopoyuomempusn (DXA)

Octeomnopo3ara Ha rppOHaka u ThC kaTo pe3ynrar Ha Bb3MajJeHHETo YecTo ce acoruupa ¢ AC u
ce pa3BuBa mapainenHo ¢ (popmupanero Ha cunaecMoputn. DXA Ha OenpeHarta mwuiika U Ha
MOsICEH TPHbOHAK B JIUIIEBA MPOEKIMS € HAW-4eCTO M3IOJI3BAaHUSI METO]I 3a OIICHKAa Ha KOCTHATa
MuHepanHa mrbTHOCT (KMII) nmpu moct menomaysannu sxeHu. Ilpu AC, DXA Ha noscHus
rppOHaK Moxe na nane (ammumBo moBumieHn cTtoiHOocTH Ha KMII mopamm wanmumero Ha
KOCTHO-TIpoJdepaTuBHU TIpoMeHHu. [lo-7100bp MeToj 3a M3MEpBAHETO W € MpHIIaraHeTo Ha
npodunaa DXA 3a mosicHust TppOHaK. ['pelikara npu u3MepBaHETO MOXKe Ja ce n3berHe 4pes
M3M0I3yBaHeTO Ha KonuyecTBeHa KT.

V1. Ctparerusi Ha Tepanusita

HCIIBn



1.

2.

HCITIBn B Hali-HUCKaTa Bb3MOKHA €()eKTUBHA J1034.

Axo HCIIBn, npueMan B MakcHMMaiHa MOHOCHMaA J03a 3a 2-4 CeaMUIIM HE TOBJIMSIBA
aJlekBaTHO OoJIKaTa, TpsAOBa Ja ce MOMUCIH 3a npuiarane Ha apyro HCIIB.

buonornunu BMAP#a

1.

Adalimumab, certolizumab pegol, etanercept, golimumab u infliximab ce mpunarar 3a
JICYCHUE HA TEKKU aKTHUBHU aHKWIIO3UPAIW CIIOHIMIMTH MPU BH3PACTHU, IPU KOUTO HE
Ce TIOCTUTA aJeKBAaTeH KOHTPOJ Ha 3aboisiBaHeTo, wiu kKouto He moHacsat HCIIB.
Infliximab ce nmpenopbyuBa camMoO aKo TepamnusiTa € cTapTupaHa ¢ Haii-eBTuHUA infliximab-
ChIBPIKAIL IPOTYKT.

I/I360p’bT Ha TCpalursa C€ OCHOBaBa Ha AUCKYCHUA MCKAY MCIUIHUHCKUSA CICHUATIUCT U
MManMueHTa OTHOCHO NMPHUEMYHIICCTBATA U HCAOCTATBLUUTC HAa HAJIMYHATA TCpAIlUs. Axo e
Bb3MOXXHA IMOBCYC OT €AHA TCpaliusd, TO TOraBa CC I/IS6I/Ipa BBb3MOKHO Hal-eBTHHATa OT
TAX.

EdextuBnoctra Ha adalimumab, certolizumab pegol, etanercept, golimumab wiu
infliximab, Tps6Ba 1a ce oneHn Ha 12Ta ceaMuIla OT HAYAJIOTa HA TepanusaTa. Tepanusra
MOJKE JIa IPOBJIKK CaMO aKO MMa sSICHA TCHCHIIMS 3a KIMHUYEH OTTOBOP, U3pa3sBalll ce
B!

a. Penykuusa na BASDAI ungekca ¢ 50% ot cToilHOCTTa My Ipeau JEYEHHETO WIH
C > 2 eqUHULN U

b. Pemykums ¢ > 2 cM Ha cimHaiHAaTa 0OJIKOBA BU3YJIHA aHAIOTOBA CKaJIa.

Tepanus ¢ apyr Tymop Hekporusupaii pakrop (TNF) — anda nuaxuburop ce npenoprysa
MpH TAIMEeHTH, KOUTO Pa3BHBAT HETMIOHOCHMOCT, WJIH TMPH KOUTO 3a00NIIBaHETO HE Ce
noBiusiBa oT bpBUs TNF HHXUOUTOp, WK MPH KOUTO HE ce HaONI0/AaBa MO-HATAThIIECH
OTTOBOD CJIe/] ITbPBOHAYATHO MPOSIBEHUS.

Secukinumab ce mpemopbuBa 3a JieyeHHME Ha BB3PACTHM MAIIMEHTH C aAKTHUBEH
AHKWJIO3HpaIl CIIOHAUIUT, YueTo 3a00aBaHe He ce moBnusiBa aaekBatHo To HCIIB1 unmn
TNF unxuburopmu.

a. OtroBopsT KbM secukinumab TpsOBa n1a ce omeHn 16 cenMUIM ciieql HAa4aaI0To Ha
TepanusATa U TepanusiTa C Hero MOXKe J1a IPOIBIDKH, CAMO aKo UMa:

I. Penykuus Ha BASDAI wmuaekca ¢ 50% ot cTodiHOCTTAa My Tpeau
JISYUEHHUETO HIIH C > 2 eIUHUIH U

ii. Pemykums ¢ > 2 c¢M Ha cnuHajIHaTa OOJIKOBA BU3YJIHA aHAJIOTOBA CKaja
(VAS).



VII. CbBpemenHo neyenne Ha AC

I'maBHata mnen Ha seyeHunero Ha AC e 3ama3BaHe W MHOJIbpXKAaHE HAa KPATKOCPOUYHOTO U
IBITOCPOYHOTO CBBP3aHO CHC 3/IPAaBETO KAueCTBO HA YKUBOT, Upe3 KOHTPOJ HAa CUMOTOMHTE U
BB3MAJICHUETO, MpeArna3BaHe oT AeGopMalvi U WHBAJIUAHOCT, ABJDKAIM Ce Ha CTPYKTypHa
yBpela B pe3yiTrarT Ha HOBOTO KOCTHO ¢opMuUpaHe U NOJAbpKaHE Ha (QYHKIHUITA U

conraiM3anusaTa.

®durypa 2. I'padpuuno o6obOmeHre Ha mpenopbkuTe 3a JedeHue Ha AC, OGa3upaHo Ha
EKCIIEpTHOTO MHECHUE Ha KJIIMHUIIUCTUTE W JIOKA3aTeJICTBa OT HAy4HHU M3cienBaHus. bonecTHara

mporpecus ¢ BpEMETO € MPEACTABCHA 110 BEpTUKAJIaTa B IIOCOKA OT I'OPE€ HAJAO0Ty.

Taoauua 4. [TspBu npepaboren BapuanT Ha npenopbkure Ha ASAS/ EULAR 3a neuenue Ha

AC

>

>

Mpenopbkn Ha ASAS/EULAR 3a neyeHune Ha AC
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BceoOmuTe npuHIMIIM 32 JiedeHue Ha 6oanute ¢ AC ca:

AC e TOTeHIMATHO TEKKO 3a00JsiBAaHE C pa3NW4YHU TPOSBH, OOMYAHO H3HCKBAIIH
MYATHIUCIUIUTUHAPHO JICYCHHE, KOOPJMHUPAHO OT PEBMATOJIOT.

[IppBuuHaTa 11en Ha eyeHnero Ha 6oauTe ¢ AC € 1a ce moo0py IBITOTPAHO CBHP3aHOTO
ChC 3[[PaBETO KAa4eCTBO HA JKUBOT Ype3 KOHTPOJIMPAaHE HA CUMIITOMUTE M BBH3MAICHHETO,
NpeBEeHIMs Ha Mporpecupaliara CTPyKTypHa YyBpela, 3ama3BaHe/HOpMajM3MpaHe Ha
(YHKIMSTA U COIUATHA3AIINATA.

Jleuennero Ha AC TpsiOBa a € HACOYCHO KbM MO0OpSBaHE HA TPIKUTE U J1a € 6a3upaHo Ha
CBHBMECTHOTO pellicHHe Ha MAllMeHTa U peBMAToJIora.

OntumanHoto JedeHune Ha mnamueHTHTe ¢ AC wu3MCKBa KOMOMHHMpaHe Ha He-
(hapmMakoIoruuHu ¥ (PapMaKoJIOTHIHH TEPATICBTUYHHU CPEACTBA.

1. O0M NPUHIUNN HA JieYeHne

Jleuenueto Ha GomauTe ¢ AC TpsiOBa 1a € choOpa3eHo C:



Hacrosimute mnposBu Ha Oonectra (akcualiHu, mNepUEpHU, CHTE3UATHH, EKCTpa-
apTUKYJIapHU CUMIITOMH ¥ TIPU3HALIN).
CremneH Ha W3pa3eHOCT HA M3SIBEHUTE CUMIITOMH, KJIMHUYHM HAXOJKH W TPOTHOCTUYHU
Oemnesu.

» O060m xiuHWYeH cTtaryc (BB3pacT, TIOJ, KOMOPOWIHOCT, CBHITBTCTBALIO JICUCHHUE,

TICUXOJIOTHYHU (haKTOPH).

2. MouuTOpHpaHe HA 00JIeCTTA

Mounurtopupanero Ha OosectTa rpu nanueHTuTe ¢ AC TpsOBa a BKITFOYBA:

» MHcropus Ha 3a0011BaHETO (BKJI. BBIIPOCHHIIM)

» KiuHWUYHY MoKa3aTesu

» JlaGoparopHu TecToBe

» OOpasuu u3cieBaHus
I'openocoueHuTe Aa ca ChboOpa3eHHu ¢ KIMHHYHUTE MIPOSIBH, KaKTO M ¢ Habopa oT cpeacTBa Ha ASAS.

Y VY

YecroraTa Ha MOHUTOpUpPAaHE J1a ObJie IpelieHeHa UHIMBHU/YaTHO B 3aBUCMOCT OT:

» EBomronmsra Ha CHMIITOMHUTE

» Texectra

» Jleuenueto

3. He-¢papmMako/10ru4Ho jgeyeHune

» KpalbreHUAT KaMbK Ha He-(hapMaKOJIOTHYHOTO JieueHHue Ha marueHTure ¢ AC e TSIXHOTO
o0y4eHHue U peJOBHA JieueOHa PU3KYIATYpa.

» VYnpaxHeHusTa B JoMa ca edekTHBHU. DU3MKaHATA Tepamus, ChC 36MHA HMJIHM MOJBOJHA
TMMHACTHKA 110J KOHTPOJI, MHAMBHUIYAIHA WM IPYIOBA € 33 MPEeANOYUTaHe, Thil KaTo € MOo-
e(eKTHBHA OT YIPAKHEHHTA B 1OMA.

» [laumeHTCKHUTE acOUMAIMH U TPYNUTE 32 B3aUMOIIOMOII] ca OT T0JI3a.

4. ExcTpa-apTHKYJapHH NPOSIBU H ChbI'bTCTBALIMU 3200J151BAHUSA

» Uecto HaONrONaBaHWTE EKCTpa-apTHKYJIAPHU TMPOSBU, HAMp. MCOPHA3HC, YBeHT W BY3,
TpsiOBa J1a ce JIeKyBaT B KoJabopalus CbC ChOTBETHHUTE CIIEIIHATHCTH.

> Pesmaronosure TpsiOBa Jja ca OMUTETHH MO OTHOIICHHE Ha MOBHIICHUS KapJHOBacKyJIapeH
PHCK U OCTEOIIOPO3a.

5. HectepouaHu NpoTHBOBH3NAIMTETHH JEeKAPCTBA

» HCIIBn, BKIrOYHTETHO KOKCHOWTE, Ce MPENOphUBAT KATO JIEKAPCTBA OT IThPBA JIMHUS 3a
nanueHTuTe ¢ AC, KOuTo UMaT 0OJIKa U CKOBAHOCT.

» Tpoasmxurennoto neyenre ¢ HCIIBI e 3a nmpennounrane 3a namueHTUTE C MEPCHCTHPAIIIO
aKTHUBHO, CHMIITOMaTHYHO 3a00JIsIBaHe.

» Koraro ce mpexnucar HCIIBn, tpsi6Ba na ce uma mnpeaBua KapaHOBaCKyJapHHS,
TacTPOMHTECTHHAIHUS U OBOPEYHUS PUCK.

6. AHaJreTHIH

» Amanreruiure, Kato paracetamol u omaonau (og00HM), CE UMAT TPE BUJI IIPH OCTAThYHA
0oJKa, clie/l KaTo MPEAIIecTBAIO IPEOPHYAHOTO JIeYeHHE € OMII0 C HeJoCTaThUeH e(eKT,
MPOTUBOIOKA3aHO H/HJIH JIOLIO TOJIEPUPAHO.

7. T TI0KOKOPTHKOMIU

» Jla ce umar npen Bua JjokamHuTe 'K HHKEKIMM B MecTaTa Ha MYCKYJIOCKEICTHO
Bb3MAJICHHE.

» VYnorpebaTa Ha CUCTEMHHU ITIOKOKOPTHKOMIH 33 aKCHAITHOTO 3acsiraHe He Ce MOJKPEris OT
JIOKa3aTeJCTRa.

8. BosecTo-MonupuIMpanIu AHTHPEBMATHYHH JIEKAPCTBA

» Jlunceatr nokasatenctBa 3a eduxacHoctta Ha BMAPJI, Bxmrountenno Sulfasalazine wu
methotrexate 3a ieueHrETO HA AKCHAIHOTO 3a00JIsIBAHE.

» Sulfasalazine mosxe ma ce MMa Tpe BU IPH TAIMEHTH ¢ TIeprudepeH apTPHT.



o

. Anti - TNF tepanus
Anti - TNF Tepanusita 1a ce Ha3HayaBa Ha MAIMCHTUTE C MEPCHCTHPAIIO BHCOKa OojecTHA
AKTHBHOCT, BBIIPEKH KOHBEHITMOHATHOTO JICUCHHE, ChITIACHO IpermophbkuTe Ha ASAS.
Hsma nokasarencTBa B moAKpena Ha 3aXbJKATENHOTO n3non3BaHe Ha BMAPJI npenu, unu B
komOuHaiws ¢ anti - TNF Tepanusita npu naiyueHTUTe C aKCHaIHO 3a00JIsIBaHE.
JlumicBar mokasarencTBa, MOAKPEIIINA pa3iukaTta B epuKacHOCTTa Ha paznmmaaute T NF
WHXHOUTOPH BBPXY aKCHATHUTE U MepuepHNUTE/CHTE3NATHUTE MIPOSBH HA O0JecTTa, HO IPH
Hanmureto Ha BY3 TpsbBa na ce B3eme moa BHUMaHUE €(PHKACHOCTTA MO OTHOIICHHE Ha
TaCTPOMHTECTHHAIHHS TPAKT.
» TlpemunaBaneto kbM BTOpH TNF - G10Kep MOXE J1a € YCIEenHO, OCOOCHO TMPH MAIUCHTUTE C
W34YeplBaHe Ha OTTOBOpA.
» Hsma pnoka3zarencTBa, MOJKPEINAIIM H3MOJI3BAHETO HA JPYrd OMOJOTMYHU areHTH, OCBEH
TNF - uaxuburopure mipu AC.
10. Xupypru4Ho JieueHue
» Aprpomnactukata Ha TBC nma ce uma mpen Bun mpu OonHUTE ¢ pedpakrepHa OoiKa HIH
WHBAIHMIN3AIMS ¥ PEHTTEHOJIOTHYHH JTOKAa3aTeJICTBA 3a CTPYKTypHA yBpeaa, HE3aBUCUMO OT
BB3pacTTa.
» Kopurupaiara octeoToMuss Ha rpbOHaKa Jia c€ MMa IpeJ BUJ MPH MAIUCHTHTE C TEXKa
MHBaJIMIU3Upaina aedopmaiiusi.
» Tlpu namuentute ¢ AC u octpa BepreOpanHa ¢pakTypa Ja ce OOMHUCIU TpbOHAYHA
XUPYprus.
11. IIpomenu B X012 Ha 0oJiecTTa
» AKO HACTBITU 3Ha4YMMa MPOMSHA B X0Ja Ha 0OJECTTa, la Ce WMAT Mpel BHUJ APYTH NPUYHHHU,
OCBEH BB3MAICHUETO, KAaTO BepreOpanmHa ¢pakTypa M Ja Ce OCBHIIECTBAT CHOTBETHUTE
W3CIIEeIBaHUS, BKIIOYUTEITHO OOpa3HH.

vV V V

[TyGnukyBaHM ca 1 MeKAYHAPOIHH NpenopbkH 3a JeueHue ¢ TNF — 6iokepu (tabdu. 5).

Taoauua 5. Axryanusupanu npernopbku oT 2010r. 3a nmpuiokeHreTo Ha aHTH — tumour necrosis factor
areHTH rpu 6o0sHu ¢ akcuanen CiA (Bkimountenno AC).

Moadop Ha GostHMTE

Huarnoza [Maruentn, wusnbaBamy Moauduuupanure Hro Wopkcku kpurtepun 3a
nepuanTrBeH AC nim kpurepuute Ha ASAS 3a akcnanen CnA

AKTHBHO 3a00siBaHe | AKTUBHO 3a00IsiBaHe 3a > 4 ceIMUITU
BASDAI >4 (0-10) 1 HOJOXUTEITHO EKCIIEPTHO MHEHUE

Heycnex oT e Bcuuku manueHTH TpsAOBa a ca MMy aJeKBaTHU ONMTH 32 JICUeHHE

TepanusaTa nore ¢ aee HCIIBn. AnexkBateH TepaneBTHdeH OmuT ce aehHHHpaA
kato nore ase HCIIBn 0610 3a 4-cenmudeH nepuoa B MAKCHMAITHO
IpernopbuaHa WM TOJEpHpaHa NPOTHBOBB3MAIUTENHA 1033, OCBEH
aKo He ca IPOTHBOIIOKA3aHU

e JlanmueHTUTEe C TNPEJOMWUHAHTHO AKCHAIHU MPOsSBUH He TpsiOBa na
npuemar BMAPJI npenu 3anouBaneTo Ha JieueHHeTo ¢ anTu- T NF

e [lanmueHTUTE ChC CUMIITOMATHYEH mepudepeH apTput TpsOBa jaa uMaT
HEJOCTaTbYeH OTrOBOP KbM IIOHE €1HA JIOKaJHa KOPTHKOCTEPOMIHA
WHXKEKIIUS, aKko € TOAXOJIa M Jia ca WMalld ajJieKBaTeH OIMUT 3a
neuenune ¢ BMAPIJL, 3a npeanountane sulfasalazine

e JlanMeHTUTE CHC CHMNTOMATHUYEH EHTE3WT TpsiOBa Ja ca UMalH




HEYCHIEX OT NOAXOAAIIO JJOKAJTHO JICYCHUEC

Ouenka Ha | HaGopa ot cpeactBa Ha ASAS 3a exxenHeBHaTa npaktiuka 1 BASDAI
3a00/1IBaAaHETO

OueHka Ha 0TTOBOpa

Kpurepun 3a | BASDAL 50% penatuBHa mpomsiHa win abconroTHa npomsHa ot 2 (Ha 0-10
OTrOBapALINTE CKaJIa) ¥ eKCIIEPTHO MHEHHUE B I10J13a HAa IPOIbIDKABAHE

Wutepnan va orntenka | Cien mone 12 ceaqMuIti

Hecmepouonu npomueoévsnaiumentu cpeocmea

HCIIBn ce cuurar 3a oTHOCHTENHO Oe3omnacHu 3a OonHuTe ¢ AC, BBIPEKH Y€ J0 M3BECTHA
CTCTICH PUCKA OT KapJMOBACKYyJIapHU, TAaCTPOMHTECTUHAIHA W OBOPEYHM YBpEIHW € MOBUIICH B
Ta3u MOMyJIallus.

[Tonmyyenn ca pokasarenctBa, ye HCIIBa ca edukacHum 3a obiekuaBane Ha Oonkara H
CKOBaHOCTTa TpH narueHTuTe ¢ AC, KakTo MpU KPaTKOTPaeH, Taka U MPH ABIATOTPAcH MEPHOT
Ha nevyeHne. EdukacHoCTTa € 10 ToJsMa CTeNeH YacTHYHa, J103a — 3aBUCUMa. J[aHHHUTE OT €IHO
MaJKO U KpPaTKOTPAHO MPOYy4YBaHE HE YCTAHOBSBAT €(PEKT BBPXY I'PHOHAYHOTO BH3MAJICHHE,
oneHeHo 4pe3 MPU, HO ce noka3Ba NpPEeIMMCTBOTO HA IPOXBIDKUTENIHATA TEPANMs IpU
MPEBEHIIMITA Ha HOBOTO KOCTHO (opmupane. Kokcubure ca Oe3omacHM 3a KpaTKOTPAMHO
Jeuenue aopu U npu naruentu ¢ BU3. ASAS npenopbuBa ciegBaiiara cThIllKa B KIMHUYHUATE
MpoyuBaHus 1a ObJe B HAacOoka chOMpaHe Ha MHQOpMAIUA 32 TOBAa KakbB Ja ObJe pekuMa Ha
npuem Ha HCIIB.

bonecm-moougpuyupawu anmupeemamuunu nexapcmea (bMAPJI)

Cnen mnocnennust 0o630p Cochrane uma ome 1Be HOBHM mpoyuBaHusa 3a sulfasalazine, HO
eKCIepTUTE He CMATAT, Y€ T€ MPEJOCTaBsAT HOBa HMH(pOpMAIMs, KOSATO Ja J1aJe OCHOBAHMA 3a
IpOMsiHa B ChHIIECTBYBAIIOTO CTaHOBUINE. Pe3ynTatute OT NIBPBOTO MPOYUYBAaHE, KOETO €
NpPOBE/ICHO TMaBHO TpH OomHM ¢ paneH CHA ca MPOTHUBOMONOXKHH, nokaro B head-to-head
MPOyYBAHETO cpemry etanercept Hsama ranebo rpyna. Haii-o0mo kazaHo, He MOXe Ja ce
M3KJTIOYM YaCcTUYEH MojoxuTeneH edext Ha sulfasalazine, koiiTo € qocta orpannyeH. 3aToBa He
Morar na ObJgaT NaJeHH CTPOTH TPEMOPHKH B TOJKpENna Ha HETrOBOTO MPHIIOKEHHE, HO
pPEBMATOJIO3UTE MOTAaT Jia HampaBsT OMHUT 3a JieueHHe che Sulfasalazine 3a xparbk mepuon,
oOnuaiilHO He moBede OT 4 Mecera, Ciiel KOWTO TMO-HATAThIICH YCIEX € MaJIkO BEpOSITCH.
BonmuHCTBOTO OT mpoy4yBaHMsATa JoKa3BaT H3BecTHa edukacHocT Ha sulfasalazine mnpu
nepudepeH CHOHAMIOAPTPUT M MpH NpOoPHIAKTUKATA HAa TpeAHHUs YBEeUT. B aKkTUBHOTO
CpaBHUTENHO IpoyuyBaHe etanercept e mnokasan mno-roiasimMa edukacHocT. Jlumca napyra
INPUYMHA, OCBEH MKOHOMHYECKa, 3a IpernopbyBaHe Ha 3aJbJDKUTEITHOTO MW3IMOJI3BaHE Ha
kouBeHMoHaTHO BMAPJI npu AC npeau anti - TNF tepanusra.



Pesynrarute oTHocHO methotrexate ca Bce omie MHOroO OrpaHUYeHU U Bb3 OCHOBATa Ha Oa3ara
JAHHU HE MoraT Jja ObJaT JaJeHu MoJIoKuTeaH! npenopbku. Cien nocienHus 003op Cochrane
¥Ma €JHO HOBO OTKPMTO IPOy4YBaHe ¢ BUCOKA J03a methotrexate, mpuiiokeH MOAKOXKHO, KOETO
OTHOBO HE JEeMOHCTpupa edeKT Npu OOTHUTE C aKCHAIHO 3aboiisBaHe. BOJIIMHCTBOTO
peBmaronio3u mpwiarar methotrexate mpu manmeHTH ¢ npenoMuHaHTHO nepudepen CoA, HO
JUICBAT 0a3upaHy Ha JOKa3aTesICTBa IPENOPbKH B MOJKPENa Ha TOBaA.

Anmu-TNF mepanus

Crnen nocienHust cucreMaTuyeH 0030p, UMa MHOI'O HOBM NpPOy4YBaHUS OTHOCHO aHTH - TNF
tepanusta. OcBeH infliximab u etanercept, adalimumab, golimumab, u certolizumab pegol
CBHIIO ca A0Ka3aiau cBos eekT. Ilomydyenu ca chIeCTBEHU JaHHU 3a PE3YyITaTUTE, ChOOIIEHH OT
6omuunte. Te mokasBar, ye OOJHUTE C HANIPEIHANIO 3a00JIIBaHE CHIIO CE€ TIOBJIHSBAT YCIICIIHO, HO
T€3U C PAHHO U MHOT'O PaHHO 3a00JsiBaHE UMAaT MHOT'O MO-ToJIsIM edekT. [lenbT Ha choOiaBaHaTa
pemucus e Hajg 50% cnen 16 cenmuua npu ManUeHTUTE C Bb3NaluTelHa Oojka B Ibpba C
naBHocT mox 3 romuHu (cpemHa 15 wMecena) m cakpownuut Ha MPU, HO He W Ha
pentredorpadus. TpsOBa na ce orOenexu, ye OONIIMHCTBOTO OT IMALIMEHTHTE B TE3H
IPOyuYBaHHS HE M3IbIBaT Moauuimpanute Hio Mopkekn kpurepun 3a AC.

JlaHHUTE OT OOMIMPEH PEerucThp codar, 4e Opos Ha nmanueHtutre ¢ AC, KOUTO HE cnMpar anti -
TNF TepanusaTa nmopaau Hee(UKACHOCT WM CTPAaHUYHU €PEKTH, a s MPOABDKABAT IO-IABJITO
BpeMe € Io-TroJisiM, B cpaBHeHUe ¢ 6oHUTE 0T PA. MMa nokaszarencrBa, ue eprkacHOCTTa Ha anti
- TNF Tepanusra ce 3ama3Ba 3a HIKOJIKO T'OJIUHU.

I'ppOHauHOTO BB3MasieHue, orneHeHo ¢ MPU ce momobpsiBa 3nHaumtenHo ciuen anti - TNF
TepanusTa. Pentrenorpadcekara nporpecus (TJ1aBHO HOBOTO KOCTHO (hopMHUpaHe) He ce TTOTHUCKA,
HO CBIIIO HSMA JI0Ka3aTeNCTBa, ye (OPMUPAHETO HA CHHIAECMODUTHUTE CE YCKOPSBA.

Hanu4nauTe jekapcTBa OT Ta3W rpymna MMar cXoaHa e(pHKACHOCT BBPXY MYCKYJIOCKEICTHHTE
OpOsIBY, HO pa3nuuHa e(pUKACHOCT Mpu KIMHHUYHO TposiseHo BY3. B to3u ciyuwaii
MOHOKJIOHAJIHUTE AaHTHUTENa WMMaT NPeIUMCTBO mpexa pa3TBopuMus mnporeuH (infliximab u
adalimumab ca omoOpenu kakto 3a Oosecrra Ha Crohn, Taka W 3a YJIEPO3HHS KOJIHT,
golimumab 3a ymrepo3ern komut). Hsma moctarhbuHO JOKA3aTENCTBA 3a PA3JIUKUTE II0
OTHOIIIGHHE HAa OCTPUS MpelIeH yBeuT. Hanuuwero wiM JuIcara Ha MCOPHA3HC HE 00yciaBs
Pa3IUKH [0 OTHOILICHUE Ha e)UKACHOCTTA BbPXY MYCKYJIOCKEJICTHUTE CUMITOMH.

Nma noxazarenctBa, ye anti - TNF Tepanuara momoOpsiBa MpU3HALKUTE U CUMITOMHUTE Ha
nepuepeH apTpUT U eHTE3UTA.

B mpenoprkure Ha ASAS ot 2010r. 3a mbpBM OBT € 3aCTblIEHA TEMaTa 3a MPEMHHABAHE KbM
antepHatuBeH TNF - nuHXuOUTOp mpu Heycrex OT MPEeAXoJieH, NOpaau MOITYYEHUTE pe3ylTaTh
OT HSKOJKO NpOy4YBaHUs, IMOKa3Balmy e¢QeKkT B 3HAauMTelIHa cTerneH. BbB  (eHomeHa
[IPEYCTAaHOBSIBAHE Ha TEPaleBTUYHUS OTrOBOp (BTOPUYHM HOH - PECHOHAEPH) ydyacTBa



(bopMHpaHETO HA AaHTUTENA U TE€3U MALMEHTH UMaT MO-TOJIsIM MOTEHIHAN 32 OTTOBOP KbM BTOPH
TNF - 6rokep, B cpaBHEHUE C IBPBUYHUTE HOH - PECIIOHJIEPH.

Jlpyzu 6uonozuunu mepanuu
IL-174 unxuoumopu

[Ipe3 nocnenHuTe TOAMHU C€ HaTpyIaxa J0Ka3aTeiacTsa, ye B ocHoBaTa Ha AC crou IL-17A npo-
MH(IAMATOPHUAT BT U crienuuuHoTo MHXuOUpane Ha IL-17A Boau 10 JUPEKTHO MPEKHCBAHE
Ha Bb3nasieHueTo. [locnenuuuTe OT Ta3u MUTOKMHOBA WHXHUOUIUS ca HEBb3MOKHOCT Ha IL-17A
Jla ce CBbpXKE C PELENTOPUTE CH Ha IMOBBPXHOCTTA HA PA3IMYHU KJIETKH, B TOBa YHCIIO
XOHAPOIUTH, (GUOpoOIaCTH, OCTEOONACTH, OCTEOKIACTH M Jla YINpaXHU e(DEeKTUTe CH Ha
nponudepanys, KOCTHO epo3upaHe, XPYISUTHO YBPEXKIaHe, Bb3MaJICHHUE.

IL-17A ce mpoayuupa ocHoBHO OT Thl7 mumdouutute. Ilatorennun Thl7 xnetku ca
YCTAaHOBEHHU KakKTO B InepudepHara KpbB, Taka U M0 MOBBPXHOCTTA Ha anopu3apHUTE CTAaBU HA
6omuaure ¢ AC.

Pesynrarurere oT aBe MpoydBaHUS JIOKa3Bar, ye aHTH - |L-17A MOHOKIOHATHOTO AHTUTSLIO
(Secukinumab) mnoBnusBa OGuarompusTHO OoJiecTHaTa aKTHBHOCT, yMoOpara, IM0A00psBa
MOJIBIDKHOCTTA Ha TpbOHaKa, pusnueckara GyHKIMSI U KaueCTBOTO Ha KUBOT Ha OomHuTe ¢ AC.
[TonoGpenue, uamepeno ¢ ASAS20 ce HaOMOAaBa OIIE HA ITbpPBaTa CEJAMMIA, & OTTOBOP KbM
tepanusita ASAS40 HacTpnBa Ha BTOpaTa ceamuia. JlaHHuTe coyaT, ye 0 BTOpaTa rojJWHA OT
JICYCHUETO HE HACTBhIIBA pPEHTreHorpad)cka CTPYKTypHaA Mporpecus Ha 3aboisBaHeTo. Upes
cnenuduunara IL-17A 6nokana, kakto npu 6omauTe ¢ AC, KOUTO HE ca MPOBEKIAIA AHTHU-
TNFa Tepamnus, Taka U IpHu T€3U C HE3aJ0BOJIUTEJIEH OTIOBOP KbM IpenmecTnamia antu- T NF
Tepanwusi, ca MOCTUTHATH KJIMHUYEH OTTOBOp M e(UKACHOCT, 3ama3Balld ce O ceamuia 52.
Secukinumab e moka3zax 3a JieueHHe Ha aKTUBCH aHKMJIO3UPAIl CIIOHAMINT pu OosiHu Hax 18T,
KOUTO Ca C HEaJIeKBAaTHO MOBJIMABAaHE OT KOHBEHUHOHaIHaTa Tepanus. [Ipenopbpunrennara no3za
e 150 mg, npunoxeHa KaTo MOAKOXHA MHKeKUUsA. [IbpBOHaUanHO ce mpuiara HacuIama 103a
Ha ceaqmuuu 0, 1, 2 1 3, a BnocneAcTBUE OT ceaMuIIa 4 - MOJIbprKalla 103a €KEMECEUHO.

TNF — énoxupawu nexapcmea, pecucmpupanu 3a neuenue na AC ¢ P bvncapus

3a JeyeHHe Ha BB3PACTHM C TEXKa aKTHBHA (opMa Ha aHKUIIO3UPAL] CHOHJMIUT, KOTaTo
OTrOBOPBHT KbM CTaHJapTHATa Tepanus € HeAocTaTh4yeH ca mokazanu adalimumab, etanercept,

golimumab, certolizumab pegol u infliximab.
HpeHOp’qu/IT CJIHUTC JO3U Ca 3a MAIUCHTHU C aHKWJIO3HPaIll CIIOHIUJIUT:

Adalimumab - 40 mg aganmumyma0, mpuiaraHa mpe3 CEeIMHIIa KaTo €JIHOKpaTHa J03a 4pes3
MOJIKO’KHO WHKEKTHUPAHE.



Etanercept - 25 mg, mpuwiaranu aBa mbTU ceAMHYHO, wiau 50 MQ, mpuiaraHd €AUH BT
CEAMUYHO Ype3 MOJAKOKHO UHKEKTUPAHE.

Golimumab (Simponi) 50 mg npuiIoKeH BEAHBX MECEYHO, Ha €IHAa M ChIla JaTa 4Ype3
MOJIKOYKHO WH)KEKTHPAHE.

Certolizumab pegol - HaroBapsaia go3a: mpemnopbuBaHaTa HavajaHa J03a [PH BB3PaCTHU
nanuentu € 400 mg (mpuiarana Kato 2 MOAKOKHHA WHKeKIuH 1mo 200 mg JHEBHO) Ha ceaMuIIa
0, 2 u 4. I[logappkaia g03a: cliell Ha4ajHATa 032, MPENOPhYUTEIIHATA TTOIbPrKAIa 1032 Py
BB3PACTHH MAIMEHTH C aKCHUAJIEH CIIOHIUIOAPTPHT, BKJI. aHKMIo3upail crmoHauwiuT € 200 mg Ha
BcekH 2 cenmuiy win 400 mg Ha Bceku 4 ceMUILN.

Infliximab — Smg/kg mox ¢opmara Ha wHTpaBeHO3HAa WH(OY3UsS B MPOIBIKEHHE Ha 2 dYaca,
nocjeBaHa OT JAONMBJIHUTEIHH WHPY3un oT Smg/kg Ha 2 u 6 ceamuIa cliel IbpBaTa UHPY3HS,
cliel KOeTO Ha BcAka 6 wiu § ceamuiia. AKO MallMeHTa HE MOKaXe KIMHUYEH OTTrOBOp 10 6
cenmuia (T. e. cnen 2 uHdy3HuH), He TPsOBA J1a ce Impujara noseue jgedeHue c infliximab.

Adalimumab u certolizumab pegol umar odunuanHo ogoOpeHa MHAMKALKS 3a JICYCHHE Ha
akcuainen CnA 6e3 perrreHorpadceku u3ssu Ha AC (He-peHtrenorpadceku CnA).

IL-17A — 6nokepu

Ot Tta3u rpymna, Secukinumab, koiito ¢ yoBemiko antu — IL-17A MOHOKJIOHAIHO AHTUTSLIO, €
0/100peH 3a yieuenue Ha AC.

IHHCOPUATHUYEH APTPUT (mo MKbB xox M07)

|. Jepunnuus

[Icopuarnunusr aptput/aprponatust (IIcA) e XxpoHWyHO mpoTHyamio 3a0o0JsBaHE HA ONOPHO-
nsuratenHus anapat (OA), XapakTepu3upaio ce ¢ apTpuUT W/HIM apTponaTHs Ha nepudepHH
CTaBM W/WJIN CIIOHJWINT NPU MAaUUEHTH C W/WIN CIOHAMWIINT, IPU HAllMEHTH C KOKEH ICOpUasnuc
(ITc), mpu obuuaiino HeraTuBeH peBmaroujeH (akrop (PD) u nunca Ha peBMaTOUIHU BB3IH.
Bbomaute ¢ [IcA pa3BuBar pazmuunu u3BbHCTaBHU TposiBu. OT 5% 1m0 50% ot mamumenture ¢ Ilc
paszBuBar [IcA. IIcA mpuHaanexu KbM TpynaTa Ha CEpOHETaTUBHHUTE CIIOHIMJIOAPTPOINATHH
(CCAII): rppOHaunmst ¢TI0 e aHraxupad npu 50% ot OoIHHTE, YECTO ce T0Ka3Ba HOCHTEICTBO
Ha HLA-B27 remn.

Il. IlcopuaTHyeH apTPUT — KIMHUYHA KAPTHHA



IIcA Moxe na BB3HUKHE BBbB BCSKAa BB3PAcTOBA Ipyla, HO HAi-BUCOKAa € 3a00JieBaeMOCTTa
Mexay 30 u 50 romuau. Hauano na Gomectra € OOMYaifHO MOAOCTPOTO (TIPU MOBEYETO) HITU
octporo (mpu 1/3 or Bcmuku Gomuu ¢ IIcA). B 3aBUCHMOCT OT mosiBaTa Ha JBara OCHOBHH
KIMHAYHA CHMIITOMA — KOKEH IICOPHA3HC M apTPUT, Ca BH3MOXKHH CICIHUTE TPHU BapUaHTA!

- mnpu 60-80% oT OONHUTE KOXHHU JIG3UH C€ TOSABSIBAT MBPBU, C PA3IMYHO IBIBT

npeaxosxaant nepuox — a0 20 rogunu u noseye (oduyaitno 10 rox.)
- npu 15% aptpura ce nosiBsiBa Npey KOXKXHUTE IPOMEHH;
- Hail-psjKo ce HaOJo1aBa eJHOBPEMEHHATA UM TIOSIBA.

Awnraxupanero Ha OJIA € MHOrooOpa3Ho U ¢ pa3iunvyHa MHTEH3UBHOCT Ha KIIMHHUYHHUTE TIPOSIBH —
OT MHHUMAJTHU CUMIITOMH (CKOBaHOCT, 00JIKa), 10 BUCOKa 0OJeCTHA aKTHBHOCT.
ApTpUT/apTpONaTHsl/CHOHIMINT - KIIMHUYHHA (opMu:

1. Aptput/apTponarus Ha JUCTAITHUA UHTEP(aTaHTeaTHU CTaBU (HAaU-4eCTO MAJIKU CTaBU Ha
MPBCTH HA PBIIE U CThIANIA, TAIIMYHO acuMeTpuueH) - 55-70%

2. AcuMeTpuyeH OJMTOoapTPUT (3acsAraTr ce CTaBM Ha BCHUKH KpaitHuim) — 30-50%

3. CuMeTpHuYCH MOINapTPUT (KIMHUYIHO 1mogo0eH Ha PA) — 15-70%

4. Cioruut (c/06e3 cakpouIMHT U ¢/0e3 mopakeHne Ha nepudeprure crau) - 5-33%

5. MuBanuau3upai (MyTtunupair) aptput — 3-5%.

I[pym nposisu ot OZIA:
€HTE30IaTHs/CHTE3UT - - BB3MAJICHNE Ha MHCEPIUATA KbM KOCTTA Ha CyXOXKHIIUE /TUTaMEHT
(AXUIIECOBOTO CYXOXKHITUE, TUTAHTApPHATA (PaCIIHS)

- TCHOCHHOBHT (JIeK/yMEpeH TECHOCMHOBUT Ha (DJICKCOPHU CYXOXKHJIHS)

- gakTiant (10 35% ot GoaHHTE)

- MUOIATHSIL.

KinHMYHM CHMIITOMHM OT KOKa M HOKTH
Koxen ncopuasuc - popmu:
e [IJaKaTa — epUTEMAaTO3HU MCOPUATUYHU IJIAKU ¢, 00MYaiiHO, (PUHO 3aI0IIBaHe,
npuaaBaio ceaedeH BT Ha I1aKkaTa
e ryrara— I'yTaTeH IICOPHA3UC
® IIyCTYJ03a — IIJIAKH C HATHOSIBaHE
e eputpoaepmus (00MUaiiHO HEe ce KOMOUHUpA C apTPUT).

Ic Moxke na ce mokanu3upa Mo Kokara Ha IsnoTo Tsuto. OriexxaaT ce ¥ OKOCMEHaTa 4acT Ha
riaBara (IIc gyecTo e morpentsHo e CMITaH 3a MBPXYT), NEPUHEYMa, HMHTEPIIyTeaIHaTa IIeTKa,
o0OyacTTa Ha ITbIIA.
HoxkbTHH npoMeHu (MOHAKOra eIMHCTBEeHa nposiBa Ha [lc):
e JmHHMHU Ha Beau
JIEBKOHUXHUS
OHUXOJIN3a
® KBJITEHHWKABO-PO30BOTO METHHUCTO 00e31BeTsABaHE (,,0il-drop* sign)
® [OJHOKHTHA XUIIEPKEPATO3a



CIUTMHTEP XEMOParuu
METHHUCTA JTyHYJIa

HarpevHa HaOpa3siBaHe

OTCJIOSIBAaHE Ha HOKBTHATA IJI0YKa (OOMYaifHO B CBOOOIHUS i Kpaii)
® U TOYKOBHUJIHH JCTIPECUU (CPAaBHUTEIHO Hai-crierupuyaHm).

HOI{KO)KHP[ BB3JIM - HC pEBMAaTONJHU BB3JIM, PCAKH.

N3BbHCTABHYM NPOSIBU - CUMIITOMM OT APYTY OPraHU U CHCTEMH
[Tpu [IcA morat fna ce HaOMI01aBAT CISIHUTE U3BBHCTABHU POSBU:
e 04HO 3acsrane ce HabmoaaBa pu 30% OT ManueHTUTe:
KOHIOHKTHBHT (B 20%),
ocThp npeseH yBeut (npu 7%) — a 43% OT TAX UMaT CaKpOUJIHHT.
3acsiraHe Ha ChPIETO
OBOpEeUHO YBpEKIaHE
BB3MAIUTEIIHO YPEBHO 3a00JIsIBaHE
numdeneM Ha TOPHH U JOJTHU KpaHUIU
MIPUIIOKPUBAIIO 3a00isBaHe € cMHIPOMBbT Ha SAPHO

I11. IlcopnaTuyeH apTpUT — AUArHO3a

CKpPUHHHI-BBIPOCHULH
KoXHuTe M HOKBTHUTE MOPAXKEHUs OOMYalHO NpeAXOoXkJaT KIMHUYHATA U31Ba Ha apTpHTa,

MOpaJi KOETO B CBETOBEH Mamad AepMaTOIO3UTE ca Ha TPEIHHUTE JMHUM 32 CKpUHUHT Ha [ICA.
3aToBa roJisiM MPOLEHT OT BBIIPOCHULIUTE 3a CKPUHUHT Ha [IcA ca pa3paboTeHu U BaluMpaHu 3a
MOJI3BaHE OT KOHTUTEHTA MAallMeHTH HACOYBAaHM 32 KOHCYJTALUS KbM TAX - TOPOHTO CKPUHHHTOB
Bbrpocuuk 3a [IcA (ToOPAS, Toronto Psoriatic Arthritis Screen), enuaeMHOIIOTHYESH TOCPUA3UC-
ckpunudros Bwrpocuuk (PEST, Psoriasis Epidemiology Screening Tool), BbmpocHuk 3a
ckpunupane u ouenka Ha [IcA (PASE, Psoriatic Arthritis Screening and Evaluation), PASQ,/
Patient safety and quality of care/ kakTo W BBIPOCHHK 3a CKPUHUHI 3a PaHEH apTPUT MPH
nanmentd ¢ Ilc  (EARP, Early ARthritis for Psoriatic patients). BwsopocHuiure
omoughepenyupam c OTHOCUTETHO J100pa YyBCTBUTEITHOCT U crielupuuHocT fotnume c IlcA B
royisiMara rpymna Ha nanueHTure ¢ [lc.

[Tpubnuzutenno 70% ot Gonuute ¢ Ilc Ouxa ouEeHWIN 3paBETO CH C MOMOIITA Ha BBIIPOCHHUK, a
MIOJIOBHUHATA OT TAX OMXa ce JOBEPWIM Ha OI[eHKaTa U OuXa ce KOHCYITHPAIM C PEeBMATOJIOT MPH
MOJIOXKHTENEH pe3ynTar. [[poneHThT Ha HOBOJMATHOCTHIIUPAHUTE Bh3 OCHOBA HA Ta3W CTPATEPHS
HapacTBa MPOIOPIIMOHATHO Ha OpOst BBIIPOCHUITU C MOJIOKHUTEICH pe3ynTar: npu exuH - 19.1%,
nBa - 34.0%, u Tpu BeIpOCHUKA - 46.8%. BeIpocHUIMTE 32 CaMOOIICHKA Ca JICCHOU3IIBJIHUM U
JOCTBIICH 32 PYTHHHATA TIPAKTHKA TECT.

CASPAR-kputepun
Kpurepunre CASPAR (Classification for Psoriatic ARthritis, knacudukanus Ha [IcA) nensat aa

nocouat 6omaATE ¢ [ICA cpen manueHTuTe ¢ Bh3NaauTeIHu cTaBHU 3a0omsiBanust (BC3) Broobie.



3a ga ca mpuinoxumu CASPAR-kputepuunte, manueHThT TpsiOBa ga mma BC3-Bb3manuTesHo
CTaBHO 3a0oisiBaHe, JeDUHHPAHO KATO HATUYME Ha OOJE3HEHW W OTOYHH CTaBU H/HIIH
CTIOH/IMUTUT W/WJTA €HTE3UT, U MPOJBIDKUTEIHA CYTPEIIHA W/WIU CIIe MPOIBIDKUTEITHA TTOYHBKA
CKOBAHOCT.

CASPAR-kpurtepuu:
IIcopuasuc - 2 TOUKH:
a. Hajnuen ncopuasuc — HalM4YHU B MOMEHTAa Ha IperjieJa NCOPUAaTUYHU KOXKHHM JIE3UM IO

TSJIOTO WJIM CKaJjIla OLIEHEHU OT PEBMATOJIOT WM JEPMaTOJIOr.
0. AHamHe3a 3a NCOpPHA3UC — aHAMHECTHYHM JaHHHM 3a Haiuuue Ha llc (M3TOUHHK - camus
HALMEHT, CeMENHHMsI JIeKap, 1epMaToJIor, peBMAaToJIOr).

B. damuiHa aHaMHE3a — aHAMHUCTUYHU JaHHM 3a llc nmpu OnamM3ku poacTBeHULM (IIbpBa WIIH
BTOpa CTENEH POJHUHHU), JOKJIaIBaHU OT NAllUEHTA.

Ilcopuasuc na nokmume -1 TOYKA: HaJIMYUE B MOMEHTA HA IICOPUATUYHA HOKBTHA AUCTPOQHUS,
BKJIFOUMTENIHO OHUXOJIN3a, TOUYKOBUJIHYU JICTIPECUU U XUIIEPKEPATO3a.

Ompuuyamenen pesmamouden gpaxmop (P®) — 1 Touka: upe3 BCEKU METOJ, C U3KIIOUCHHE HA
JIATEKC arjayTUHAIMs (3a MpeAlovyuTaHe 4pe3 E€H3UMHO-CBBbpP3aH MMYHOCOPOEHTEH METOJ WIIU
HedemomeTpus).

Maxkmunum - 1 Touka:

a. Hanmuue Ha mojyBaHe Ha elMH IsU1 IPBCT KbM MOMEHTA Ha IperJiea.

0. AHAMHECTUYHH JIaHHU 32 JAKTWINT (JOKYMEHTHPaH OT PEBMATOJIOT).

Penmezenozpaghcku ookazamencmea - 1 Touka: oOpasyBaHe Ha HOBa KOCT MaprUHaJIHO Ha
cTaBUTE (C M3KJIIOUYEHUE Ha oOpa3yBaHe Ha OCTEO(UTH) BbPXY pEHTreHorpadus Ha pblie WIH
cThIajia.

CASPAR-kpurepunte otkpuBar Oomaute ¢ IIcA ¢ 98.7% cnemuduunoct u 91.4%
YyBCTBUTEIHOCT (1MO-100pH ca W MO JBaTa NoOKa3aTelisi B CpaBHEHUE C IMPEAU H3MOJI3BaHUTE
kputepuu Ha Mon u Paiit). CASPAR-kpuTepunTe ca BaTMIUPaHU U 33 MAMEHTH ¢ paHeH [IcA
(BpemerpaeHe Ha cumnromure < 24 mecena). Hail-undopmarusau 3a passutuero Ha [IcA ca
aktuBeH Ilc u HeraruBeH P®, mocnensanu ot Ilc Ha HOKTUTE M HACTOALY/IOKYMEHTHPAaH B
MHUHAJIOTO TaKTHIIUT.

JlabopaTopHu mokasare/u
Hama ymevpoenu IlcA-cneyugpuunu nabopaTopHU IUATHOCTUYHHM TECTOBE OLCHSABAIIN

AKTUBHOCT, HO Y€CTO CC M3I10JI3BAT.

OO0pa3um usciaenBanus
KoHnBeHIIOHAIHO peHTreHorpag)cko u3cjaeBane

Pentrenorpadckara Haxomka Mmoxce oa noonomozHe pasrpannyaBaHeto Ha I[ICA oT mpyru
OJIUTO-/TIONMUAPTPUTH (HO KbCHO 6 esontouuama Ha IlIcA). ACUMETPUYHUAT OJIMTOAPTPUT U
CUMETPUYHHUAT TMOTUAPTPUT OOMUYAHO MPOTUYAT C KapTHHATA Ha JIEKO JO YMEPEHO arpecHBEH
epo3uBeH apTpUT (KIMHUYHU BapuaHTH Ha [ICA). Pannume KOCTHU €pO3HMU Ca PA3IOJIOKCHH
MapruHajHO HA CTABHUS XPYILIsUT — CJIEAOBATETHO B HAYAJHUTE CTAUU XUAJIUMHHUS XPYLISUT €
cbxpaHeH (mo700Ho Ha PA nuricBa crecHeHue Ha craBHara lienka). Hanpeonanume npomenu ca
¢ no-roisiMa crienuduuHoct. Hsikon kbcHU B eBoitonusaTa Ha IICA peHTreHorpadcku Haxoaku



HAco4yBaT KbM JUarHo3ara:

- npedopmarus ,,pencil-in-cup* (,,MOIMB B mpeanasuTen )

- MyTwidpail (MHBaJMIU3Upall) apTPpUT — 3HAUMMa KOCTHA JECTPYKIIMS; Hal-uecTO TEKKU
neopManyu THI ,,MOJIHMB B MpPEIMa3UTeN
,,TENIECKOIIMYHU NPBCTU

, MO’Ke MHOXKECTBEHH, ¢ opopMsiHE Ha T. Hap.

- CTeCHSBaHE Ha CTaBHOTO MPOCTPAHCTBO B oOiactra Ha wHTepdananreannure crasu (MDC),
€BEHTYAJIHO C aHKUJI03a

,»pa3LIupsIBaHe ,,Ha CTABHOTO IMPOCTPAHCTBO B oOnactTa Ha UDC B pe3ynrar Ha JECTPYKIIHS,

- nepuocTuTH (,MBXECTH", C pa3pexaBsBaHe Ha IEPUOCTTA)

- JIBYCTpaHEH, acCHUMETPUYCH, BPETEHOBHUJEH OTOK Ha MEKHUTE TbKaHU, €AHOCTPAaHEH WU
aCUMETPUYEH CaKPOMJIUUT

- B oOJIacTTa HA TPHOHAYHUS CTHIO:

v\ rojneMH, HEMapruHajJHH, €IHOCTPAHHH, AaCHUMETPUYHH CUHIAeCMOPUTH (IIOHAKOra
oopMAIIN MEKIYPEIICHHH KOCTHE MOCTOBE ) B IIIMEH, TPHICH WM MOSICEH OTIEN Ha
rpbOHAYHUS CTHIO; YECTO ce HAOJI0AaBa HEMOCIEA0BATETHO aHTA)KUPAHE Ha CErMEHTHTE
My,

v 1o-QUHH, BEPTHKAIHM M CHMETPUYHH CHHACCMO(UTH 32€IHO CHC CHMETPHYEH
CAKPOMJIMMT (BapHaHT PEHTTEHOJOTUYHO HEPa3JIMYMM OT 3acsiraHeTo mpu OosiecTTa Ha
bexTepen),

KomnworspHo-Tomorpadgcexo uscieasane na OJJA (KT)

KT e 3HaunTenHO MO-4yBCBUTEIHA OT pPyTHMHHATa peHTreHorpadus. I[Ipenocrass no-neraiana
nH(popmMalus oT Hed, a € ¢ nmo-gocrbiHa 1esa (or MPT). He npenocrassa nanuu 3a
HaJM4Ke/TuIca Ha KOCTHO-MO3BUCH €/IeM U € B 3HAYMTENTHA CTENEH JThYeHaTOBapPBAIII0.

MaruutHo pe3oHaHcHa Tomorpapus (MPT)

MPT e uyBCTBHUTENHA 32 OTKPUBAHETO CAKPOWJIMUT, EHTE3UT /MM epo3uu. [Ipu n3nonzBaneTo
Ha KOHTpAcT (raJ0JIMHNUI) YyBCTBUTEIHOCTTAa i ce MoBuiaBa. Moke Ja JoKake Bb3NaJleHUue Ha
MAaJIKUTE CTaBU HA PBLETE, C YIACTUE HA KOJIATEPAIIHUTE CTABHU BPB3KU U MEKUTE ThbKaHU OKOJIO
CTaBHATa KarcyJa.

YaTpa3ByKoBoO U3cjieIBaHE HA CTABU

Hagnese pyTHHHO B KIIMHUYHATA IPAKTHKA — JOCTBHITHO € 32 U3II'bJIHEHNE (00yUeHH KaJpu U
ChBpEeMEHHa TEXHHKa), He BHCOKa I1eHa, 100pa Bb3MPOU3BOJIUMOCT U Obp3HHA Ha pean3upaHe.
Bucoko I/IH(l)OpMaTI/IBHa METOJMKaA 3a HAJIMYUEC HAa CHHOBUT, TCHOCHUHOBUT U
€HTE3UT/UHCEPIIMOHNT, TIPEIOCTABS JeTaiiHa HHPOpMAIUs 32 KOCTHHS KOHTYp (BKJI. MaJKu
€pO3HUH) M € UYyBCTBUTETHA 32 OI[EHKA Ha aKTUBHOCTTA Ha 00JIECTTa, HO HE OOEKTHBU3HPA
MIPOMEHU TI0]T KOCTHUS KOHTYP (KOCTHO-MO3BUYHUAT enieM camo ¢ MPT).

I11. Ctparerus Ha TepanusiTa
He-0nonornuna repanus
1. MoHoTrepanusi ¢ HMHXXEKIMOHHU JIOKAJHU KOPTUKOCTEPOUAM TPU HEIPOrpecupalu

MOHOAPTPUTH.



2. CranmaptHa BMAPI Tepanus npu nayeHTH C:
a. Ilepudepnu nommapTputu
b. Onuroaprpuru
c. IlepcucTtmpamy WM TNPOTPECUBHH MOHOAPTPUTH CBBP3aHU C MepUPEpHU
CHOH/IWJIOAPTPUTH
3. WU30op na crangaptHa BMAP# tepanus
a. Hyxnu u npenmnouyntanvs Ha TMAUEHTH W MOJIekamy (GakTopu (IIaHUpaHe Ha
OpEeMEHHOCT, TPHEM Ha aJIKOXO0JI)
b. Ko-MopOHIHOCT, KaTO YBEUTH, IICOPHA3MC WJIM BB3MAIUTEIHO 3a00JsBaHEe Ha
yepBara
C. XapakTepuCTHKa Ha 3a00J15IBaHETO
d. Iorenrmanau HJIP

4. Axo crannaptHa BMAP#n tepanusi, B MakcMMainHO IIOHOCHMa J03a 3a MOHE 3 Mecela, He
MpPEeIM3BUKBA  aJeKBaTHO oOOJeK4YaBaHe Ha CHUMITOMAaTukara, TpsOBa Ja ce
oOmucITU3aMsIHa ¢ Win 100aBsiHe Ha APYT craHaapTreH bBMAPL.

5. Jla ce obmmciu pobaBsHe Ha HCIIBn kbMm cranmaptHa BMAPn Tepanus wim
ouonmornuna BMAPa tepanust ¢ men nmomiausiBane Ha cumnroMartukata. HCIIBn nma ce
M3M0JI3BaT B Haill-HUCKA e()EeKTHUBHA J03a 32 Bb3MOXKHO Hal-KpaThK IMEPUOJ OT BpEME,
KaTo TpsIOBa Ja Ce OICHAT PUCKOBHUTE (AaKTOPHU U MAMMEHTUTE Ja C&€ MOHUTOPUPAT U MIPH
HYXJ1a J1a ce 100aBU TraJATPO-TIPOTEKTUBHA TEPATTHSI.

6. Axo cumnromarukara He ce noBiausBa anekBatHo or HCIIBi, ma ce oOmucin
MPUJIAraHeTO Ha WHXXEKIIMOHHU KOPTHKOCTEPOUAN (JIOKAIHO WM WHTPAMYCKYJIHO)WIH
KpaTKO-BpEMEHHA TMEepopajHa KOPTUKOCTEPOHWJHA TEpanus, Karo JOMBIHEHUE KbM
crannaptHa BMAPn tepanus wim Ononornusa BMAPa Tepanus, ¢ uen na ce nosnusie
CHMIITOMAaTHKAaTa.

7. AKO eKCTpa-apTUKYJIapHOTO 3a00INiIBaHE € aJeKBATHO KOHTPOJMPAHO C MpHiIaraHara
craunaptHa BMAPn Ttepamnus, Ho mepudepHuTe CIOHAMIOAPTPUTH HEca, TO Ja Ce
obMuciu 100aBsIHETO Ha ApyT cTanaapTeH BMAP.

Bbuosoruuna BMAP repanus
1. Etanercept, infliximab u adalimumab ce mnpemoppuBaT 3a JieueHHE Ha BB3PACTHH C
aKTUBEH U MPOTpecHpalll ICOpUaTpuueH apTPUT MPH CIEAHUTE KPUTEPUU:
a. [IlanueHTsT € ¢ nepudepHH apTPUTHU C > 3 3aCErHATH CTaBU U > 3 OTOYHU CTaBU U
b. Hsma anmexkBaTeH OTroBOp ciej Tepamust ¢ IMOHe 2 cTaHgapTHu BMAP,
MPUIIOKEHU KaTO MOHOTEpAIus WIM B KOMOMHALUS.
2. buonormunata BMAPn tepanus c etanercept, infliximab u adalimumab, TpsiOBa na ce
3aI0YHU C Hal-eBTHHMUS JIEKAPCTBEH MPOIYKT B 3aBUCUMOCT OT HY)KJIUTE Ha MalueTa.
3. buonornunara BMAPx Tepanus c etanercept, infliximab u adalimumab Tps6Ba na ce Ha
12 ceamuIia OT HAYaJOTO HA TepamusTa U Ja ce CIpe MpHU MAIUEHTH, TP KOUTO HE ce
HabJIt0/1aBa aIeKBaTeH OTrOBOD, OlIEHEH! Ha 0a3ara Ha PSAR kpurepuure.



a. 3a azexBaTeH OTTOBOP CE CUMTA MOA00psBaHE HA MOHE 2 (3aIBJKUTEIHO €IUH OT
TAX TpsAOBa na e joint tenderness or swelling score) ot 4 PSAR kputepun u nunca
Ha BJIOIaBaHe MPU BCUUKHUTE 4 KpUTEPHSI.

b. TMaumentu, npu kouto Ha 12 cenmuna ce otuuta PASI-75 otrosop, Ho o PsAR
KpUTEpPUHUTE HE CE€ OTYMTa aJeKBAaTeH OTroBOp, TO T€ TpsOBa nga Obaar
KOHCYATHPAaHH OT JEpMAaTOJIOr, 3a Jia C€ peld [0 KOJKO € IOIXOISII0
MPOIBIDKABAHETO HA TepanusTa, Ha 6a3aTa Ha KOXKHHS OTTOBOP.

4. Golimumab e anTtepHaTHBa 3a JieYeHHE HA aKTUBHU M MPOTPECHPAIIN MCOPHATPUYHU
apTPUTH NIPU BB3PACTHHU.

5. Ustekinumab e antepHaTuBa 3a JiedeHHE HAa aKTHBHU W MPOTPECHPAIIU MCOPUATPUUHH
apTPUTH MPU BB3PACTHU, CAMO aKO:

a. Tepanmsata ¢ TNF anda wHXHOMTOPH € NPOTHUBONOKA3aHA WM MAIMEHTa €
npumuHal Jiederue ¢ > 1 TNF anda naxudburopwu.

b. Tepamusra c¢ ustekinumab TpsiOBa na ce cope ako Ha 24 ceaMuila HE ce
HaOIr0aBa aJeKBaTeH OTroBop chriacHO PsAR kpurepumre (momoOpsiBaHe Ha
nmoHe 2 (3aAB/DKUTENTHO €AMH OT TAX TpsiOBa na e joint tenderness or swelling
score) oT 4 PSAR kputepuu u nurca Ha BIOIIABaHE PU BCUYKUTE 4 KpUTEpHs).

C. [Ilamumentn, npu xouto Ha 12 ceamuiia ce otuuta PASI-75 otroBop, Ho o PsAR
KpUTEpUUTE HE CE€ OTYMTa aJeKBaTeH OTrOoBOp, TO Te TpsiOBa ma Obrar
KOHCYATHPAaHH OT JCpMAaTOJIOr, 3a Jla C€ Pemd 0 KOJIKO € IOAXOJISIIO0
MIPOIBIDKABAHETO HA TepanusiTa, Ha 0a3aTa Ha KOKHHSI OTTOBOP.

IV. Jleuenne na IlcA - akcuanna CCAIL, nepudepna CCAIIL, nau IcA.

JleyeHue 10 MOCTUTaHe HA peMHCHSI/HUACKA 00JIeCTHA AKTHBHOCT

Auaropursm 3a aedenune CCAII

Cnen nyonukyBane Ha ACR/EULAR, (AmepukaHcku Konexx 1o peBmatosiorus/ EBponetricka
JIMra cpelly peBMaTHu3Ma) npenopbkuTe 3a jedeHue Ha PA mpe3 2010 r., neyeHuero Ha OomHHUTE
¢ PA 510 mocturane Ha pemucusi MM HUCKa 0OOJecTHa aKTUBHOCT B CIydauTe, IPU KOUTO HE
MOXKe Ja ObJie TIOCTHTHAaTa peMHUcCHs (NMAIMEHTHTE C IBJITOTOJWIIHA OOJIECT), TIOCTEIIEHHO Ce
MpeBpbhIIa B pyTHHHA MpakTuka. Cria3BaHETO Ha MPENOPBKHUTE 3a0aBsi MPOTpeCcHsTa Ha CTaBHATA
yBpeaa ¥ chXpaHsBa (YyHKIIMOHATHUS KalaliTeT 3a MO-IbJIro BpeMe. 3a IenTa ca pa3paboTeHn U
BAIMJMPAHHA CTaHAAPTU3UPAHN WHJIEKCH 32 OIICHKAa Ha OOJIeCTHa aKTHBHOCT W 32 PEMHUCHS Ha
6onectra. OT OCHOBHO 3Hau€HHE NPU Te3M OOJIHU € CUCTEMHUS KOHTPOJI/HAOI0/IeHHE.

[Ton3ara or monoOeH cucreMeH KoHTpon Ha OonHute ¢ IIcA ce mnpeamonmarame, a e
HE/IBYCMHCIIEHO TIOTBBpZCHA ciel npukitoyBane Ha npoyuBaHero TICOPA. IlpenopbuBa ce
CTPUKTEH KOHTPOJ BbPXY aKTHBHOCTTA Ha OosiecTTa npu Bcuuku OosiHu ¢ IICA u cBoeBpemeHHa
KOpPEKIIMsSI Ha TepanusiTa MpH MEPCUCTHpPaHEe Ha BHCOKA OOJIECTHA aKTUBHOCT, OIIE MOBEYE Ye
TO3M TIOXO]] HE C€ CBBP3Ba ChC CTATHCTUYECKH 3HAYMMO HApacTBAaHE HA HEXEJaHW JIEKapCTBaHU
peakuuun (HJIP). MexnyHaponHaTa ekcrnepTHa rpyna jAeuHupa NpenopbKH 3a JIeYeHHEe Ha
akcuamHa u nepudepna CCAIl B ToBa uymcio u 3a [IcA. AHaJOrMYHO HA TPETMOPHKUTE 3a



nedeHue Ha PA, T4 onpesenu 3a 1ei - JI€UYEHUETO JI0 JOCTUraHe Ha peMHUCHs WIIM HUCKa OojiecTHa
aKTUBHOCT, M pa3padbotu anroputbM 3a jJedenne CCAIL

Adapt therapy Adapt therapy
according to e

if state is lost
disease activity / \
Remission/
Use \\ o
measures
of clinical disease activity

and acute phase reactants
as needed

Sustained
Remission

Use
measures
of clinical disease activity
and acute phase reactant
as needed

Sustained low
disease activity

Low disease

activity

Alter- Adapt :jheratpy Adapt therapy
. according to

native disease activity if state is lost

target

SpA = spondyloarthritis (CCAII).

Kpurepuu 3a MmunuMaiHa 6ojiectHa akruBHocT npu 6ouuu ¢ IlcA (MDA, minimal disease
activity)

Jledenue 10 mocTuraHe Ha peMUCHs WM HUCKA OOJIECTHA aKTUBHOCT U3UCKBA KOJMYECTBEHU
MeToaM (¢ IU(POB U3pa3) 3a OLEHKA Ha TeKeCcTTa — noaxo il uujaeke € MDA (MuHuManHa
6onectHa aktuBHOCT). [lamment c TIcA e ¢c MDA, koraTo u3nbiBa moHe 5 oT cieaHure 7
KpUTEpUS:

® bpoii 6os1e3Henu crasu < |

® bpoii orounu craBu < 1

® unexcu PASI <1 umu BSA <3

® Ornenka Ha 6onkata (oT manuenTa) mo BAC < 15

® OrneHka Ha OosiecTHaTa akTUBHOCT (0T maruenTa) mo BAC <20 6. HAQ < 0.5
® bpoii enre3utu < 1

® Iunexc BSA (body surface area, mor oT TeiecHaTa HOBBPXHOCT, TIOpa3eHa OT MCOPHA3KC) <
3%.

JleyeHue Ha KOKHUTE POMEHHU - Bb3MOKHOCTH
[Ipy manmeHTH ¢ BHCOKO-aKTHBEH KOXKEH ICOpHa3uc ce MmpernopbyBa ymnorpebata Ha MTX,

MIPOM3BOIHY Ha PETHHOJIOBA KUCEIMHA, JIOKATHU CPEICTBA, TcopaieH +/- yarpasuoserosa (UV)
CBCTJINHA. HpI/IJ'IO)KeHI/IeTO UM JOKAa3aHO IMOBJIHABA KOXXHUTE ITPOSABH.



Jleuenue Ha IIcA — Bb3MOKHOCTH

JleyeHue ¢ JeKapCcTBeHU NPOAYKTH

leuenue Aptput |[IcA ICiosmummr  [laxktwmr  |Enresur
HCIIBn X X

BrrpecraBHo npuiioxxenue Ha KC X

JlokanHO nedeHue (BHHIITHO) X

DuznoTepanus X

[Tcopanen UVA/UVB X

k-BMAPJI (MeroTpekcaT, LIUKIOCIIOpPUH

A, sulphasalazin, leflunomide) X X

TNF-a, 1L-12/23, IL-17A)

bunornuan BMAPJI  (maxuburopu HaIX

Jleuenneto 3anmouyBa ¢ HCIIBin nmpu BcuYkM NanueHTH (IpU JIMICA HA HPOTUBONOKA3aHMS).
JIokanHOTO (P €HTE3UTH) WM BbTPECTaBHOTO MpuioxkeHue Ha I'K (pu eqMHUYHN BB3ANEeHH
CTaBH), MOKe J1a ObJie 0COOEHO e(eKTUBEH MOIXO0/ IIPU HAKOU NanueHTH. [Ipu Bcuuku ocraHamu
00JIHM, @ UMEHHO Te€3U C MEePCUCTHpAIll apTpuUT, ce NpenopbuBa npuioxxenuero Ha BMAPIJI 3a
NMOBJIMsIBaHE NMPEIMMHO HA MOpa:keHUusiTa Ha nepudepuure craBu (k-bMAPJI nokazano e
MOBWJISIBAT MPOMEHM B rpbOHaKa) u mo-manka creneH (0-BMAPJI -moBiausBaT mpoMeHuTe B
rppOHaKa, nepudepHUTE CTaBU U KOXKata). B penku ciayyau ce npuiara XpoHUOTEpanusi ¢ HUCKH
71031 KOPTUKOCTEPOUIH.

XHMpypru4Ho JjieyeHue
- AprOCKOHCKa CHHOBEKTOMUA — e(l)eKTI/IBeH MCTO/J Ha JICUCHHME Ha TECKDBK, arpCCUBHO

MIPOTUYAL] XPOHUYEH MOHOAPTPHUT.

— Enponporesupane  (npu  u3paseH  (QYHKUHOHATEH  OeQUIMT) HWIM  YaCTUYHH
PEKOHCTPYKTUBHU XUPYPIHUYHM HMHTEPBEHIMM C€ IMpPErnopbuBaT MpPHU HEBB3MOXKHOCT 3a
KOHCEpPBAaTUBHO BbB3CTAHOBABaHE Ha (YHKUUATAa Ha 3acerHarara craBa. Kato ocobeHo
YCIIEIIHU CE CYUTAT KOpEeKIMUTe B 00acTTa Ha KonsgHHa U Th craBu.

— ApTpoe3u/apTporiacTika ce puiiaraT U Ha Ipyr cTaBu (MajeroBa cTaBa).

— VYcnoBHa MHOUKAIUS 3a XUPYypruyHa HaMmeca ca CWJIHUTE OOJIKM W/WIM HaJM4ueTo Ha
JIECMOT€HHHU KOHTPAaKTYpU — TIIOCTOIEPATUBHO c€ OTOeNs3Ba 3HAYUTENHO M0J00peHrue B
JIOKAJIHUS CTAaTyC, HO B CPABHUTEIHO KPaThK MEPHOJ] MaTOJIOTHUATA PEUUAUBHPA.

- [Ipu penumuBupaiy eKCyJaTUBHM CHHOBUTH Ha KUTKH C€ MPEnopbyBa KOMIIPECHBHA
IIpEBpPB3Ka.



DuU3UKAIHA Tepanus

Jleuenue Ha [IcA — npuniunu u npenopbku Ha EULAR

O0600menre Ha OCHOBHUTE npunyunu 3a nedenue Ha [IcA na EULAR:

IIcA e xeTeporeHHO ¥ MOTEHIMAIHO TEXKO MPOTHYAIIO0 3a00JsIBaHe, KOETO HM3HCKBA
MYJITUAUCUMILTUHAPEH MOIXO Ha JICYCHHE.

Haii-no6pust noaxon 3a nedyenue Ha [ICA ce oCHOBaBa Ha ChbBMECTHO B3€MaHE Ha PELICHHS OT
ManyeHTa 1 JeKyBallus IO peBMAaTOJIOT.

JleueHneTo Ha MyCKYJIHO-CKEJIETHUTE IIPOSIBU € OCHOBHA TPH>)KAa HA PEBMATOJIONa; KOHTPOJIA
BBPXY KIMHUYHO 3HAYMMOTO KOKHO 3aCSiTaHE C€ OCBIIECTBSIBA OT PEBMATOJIOT U J€PMAaTOJIOT.
I'maBHa 1es Ha TepanusaTa € MoA0OpEHHE Ha KaYeCTBOTO HA JKUBOT CBBP3aHO ChC 3/IPABETO B
awirocpoueH riad (HRQOL) upe3 KOHTpOJ BBPXY CHUMITOMHTE, IPEJIOTBpATABAHE HA CTABHATA
JEeCTPYKLUS, HOpMaIU3UpaHe CTaBHATa (DYHKIHS U COLMAJICH JKUBOT; TOCTUTAHETO HA PEMUCHS
€ Ba)KHA 1.

[TaruenTHTE peIOBHO TPsIOBA /1a OBJAT HAOIOABAHM U JICUCHUETO TPSIOBA J1a C€ KOPUTHPA TIO
MOAX OIS HAYUH.

O0o001eHue HA npenopbkume 3a jeyenue Ha IlcA na EULAR:

e HCIIBxa morar ga 0b4aT U3MOI3BaHU 32 00JIEKYaBaHE HA MYCKYJTHO-CKEJIETHH CUMIITOMHU
- ©KE/IHEBHO, B OOMYalHUTE A03H, + racTpONpPOTEKTOP.

e [lpu aktuBen [IcA (TonsiMm Opo¥i OTOYHU CTaBU, CTABHA YBpEAa ChUeTaHa C Bh3MAIUTEICH
npouec, yckopena CYE, Bucok CRP, n/unu KIMHUYHO 3HAYMMU U3BBHCTAaBHU MPOSIBH)
ce npenopbuBa edenne cbc K-bBMAPJI — MTX, sulfasalazine, leflunomide. Ilpu
akTuBeH [IcA u knmuanyHo 3HauuM Ilc ce mpeanountar BMAPJI, kouTo nmopnusBar u
KO>KHOTO 3a0onsaBaHe, kato MTX.

e BbTpecTaBHOTO NPUIIOKEHHE HA JAETIO-KOPTUKOCTEPOUIHU JIEKAPCTBEHU CPEACTBA €
JOITbIHUTENHA Tepanus. [ TIFOKOKOPTUKOUAN MOJKE J1a c€ MpHJlaraT CUCTEMHO C
MOBUIIIEHO BHUMAaHUE B Haif-HUCKaTa e()eKTUBHA J103a.

e [lpu aktuBeH [IcA u HeocTaTbu€H OTTOBOP KbM Hal-Malko €1HO cuHTeTu4HO BMAPJI
(manp. MTX) ce BrirouBa TNF-o- uHXUOUTOD.

e [lpu akTUBEH €HTE3UT U/UIU NAKTUIUT U HegocTaTbueH otroBop kbM HCIIBn u/nnmu I'K
(BpTpecTaBHO) ce BKIouBa | NF-0- nHXHOHUTOD.

e [lpu IIcA c npeaumHO akcuanHo (TpbOHAYHO) 3acsTaHe U HEIOCTAThYeH OTTOBOP KbM
HCIIBn ce BrimtouBa TNF-o- naxubuTop.

e [Ipu IIcA ¢ MHOro BHCOKa aKTMBHOCT (C rojisiM Opoif OTOYHM CTaBH, 3HAYMMa CTaBHA
yBpe/a C KIIMHUYHU U TabopaTOpHH OeNie3u Ha Bb3MalleHUe W/WIM KIMHUYHO 3HAYUMU
M3BBHCTABHUTE NPOsiBY, BKJI. [Ic oOXBamami rojsiM MpoLEHT OT KO>KHATa MOBBPXHOCT) €€
BKitouBa TNF-o- vHXHOUTOP HOpH MIPH MAlMEHTH HE MTPOBEKAAIN O MOMEHTA JICUECHUE
cbc k-BMAPIIL.

e [lIpu Gonnu, c nepcuctupaia akTuBHocT Ha [IcA Ha ¢oHna Ha nedenue ¢ enun TNF-a-
MHXHOUTOP, 1a ce oOMuciu 3amsHara My ¢ apyr TNF-o- uaxudutop.

e [lpu onpexnensHe Ha TepaneBTUYHATA CXeMa MOJI BHUMaHUE CE B3UMAT U ChI'bTCTBAILIUTE
3a00ssiBaHMsI ¥ (PAKTOPHUTE CBBpP3aHU C 0€30MMaCHOCTTA.

DapMaAKOJOTMYHOTO JICYUEHHE - TPYIIH JIEKAPCTBEHH MPOAYKTH




B uznoxeHnTe mo-rope ykasaHus He € BKJIIOUEHa Iisij1a eHa HoBa rpymna (antu- 1L-12/23
JIEKapCTBEHH MPOAYKTH), peructpupana cien 2011. Ta3u rpyna, a Bb3MOKHO U HOBUTE TapreT-
HacoueHu K-bBMAPIJI, BeposiTHO 111e ObAAT BKIIOUEHHU B CICABAIIUTE MPEIIOPHKH.

KbM MoMeHTa (apmakonorndHoTo siedenue Ha [IcA BkimouBa m3nomssanero Ha HCIIBa, 'K (c
JIOKAJTHO, BBTPECTABHO U 10 M3KIIIOUYCHHUE ChC CUCTEMHO MPUIIOKEHHE B HUCKH J1031) 1 BMAPJI
(BKJI. KOHBCHIIMOHAIHU U OWOJIOTHYHMU).

HCIIBa
[IbpBara nuHMS HA JeueHue Ha nauueHTH ¢ [ICA BKIIIOUBA CENEKTHUBHU LIMKJIOOKCUTEHA3a 2
nnxuouropu u HecenektuBHU HCIIBIL

Diclofenac (MKb M07.1, M07.2, M07.3)

Meloxicam (MKBb M07.1, M07.2, M07.3)

Ketoprofen (MKBb M07.1, M07.2, M07.3)

Chloroquine (MKb M07.1)
[Mpunoxxennero Ha HCIIBn o6nekyaBa cumnroMuTe (OBJIa/sIBa JIEKOCTEIICHHOTO BH3MAJICHUE U
HaMmaJsiBa 00JIKaTa U CKOBAHOCTTA), HO T€ HE MPOMEHST X0/Ia U MporpecusiTa (KIMHUYHA U
pentreHorpadcka) Ha [IcA.
JlanHuTe 3a TsAXHATa e(hUKACTHOCT OT KIIMHUYHU M3NHUTBAaHUS pu 00sHU ¢ IICA ca orpannueHn
(BBIpEKH MPOTUBOBB3MANUTENHATA UM e(DEKTHUBHOCT). Te He nosnuasam KoxicHume ne3uu.
JIOIIBIHUTETHO NAUEHTUTE, JIEKYBAaHU C HECTEPOUIHU POTUBOBB3NAIUTEIIHU CPEJCTBA, Ca
W3JI0’KEHU Ha MOBHUIIIEH PUCK OT ChPJIEYHO-CHI0BU U cToMaliHo-upeBHr HJIP, mopaau koeto
OLICHKATa Ha T0JI3a/PHUCK € 33 IbJDKUTEIIHA TIPH ONPE/ICIITHEe Ha TepalleBTHYHATA CXeMa, KaKTO U
ynotpebaTa Ha racCTPONPOTEKTOPH.

I'JII0KOKOPTHKOMIHN
[Ipu neueHue Ha MOHO- U OJIMTOAPTHKYJIapHA (hOpMa, CHTE3UT WM NAKTHIIUT, KaTO JOMbJIBAIIA
TEepalus CC NMpENnopbiBa BbTPECTABHO IMTPHUIIOKCHUEC HA KC. Cucremnoro IMPUIIOKCHUC HA I'Kce
n304arsa. MaKap " pAAKO CC HaJIara TakoBa JICHCHUEC — B TC3U ClIydau CC MPECAIIOUNTAT HUCKH
eXeIHEeBHU 1034 (10 15 My npeaHn3010H-eKBUBAICHT, WK 2-3 TabnaeTku nHeBHO). Hapen ¢
M3BECTHUTE HEXKEJIaHU JIEKAPCTBEHH peakluu oT NpoabiukuTenHaTa ynorpeda Ha KC, npu
ITaITUCHTUTE C TIcA moxe Ja ce Ha6J’II-OI[aBa 06OCTp}IHe Ha KOXHOTO 3a00/14BaHe IIpU OIUT 4
6’I)I[aT HaMaJICHU UJIM U3KIIIOYCHU Ha MO-KBCCH C€TAaIl OT TCpallCBTUYHATA CXEMaA.
Methylprednisolone (MKBb M07.1, M07.2, M07.3)

BMAPJI (6onect-mMoauduimpaniy aHTHpEeBMATHYHHI JICKApCTBA)
e Kousennuonanuu BMAPJI (xk-BMAPJI)
e buonoruunu BMAPJI (6-BMAPJI)

BMAPIJI
1. Kousenumonanuu BMAPIJI ca:
e Methotrexate (MKBb M07.3)
e Leflunomide (MKB M07.2, M07.3)
e Sulphosalazine
e Cyclosporine A (odunuanHo perucTpupan camo 3a rnaruentu ¢ [1c)



Hait-uecto npuiiaranusT uMmyHoMmoysiatop 3a jieuenue Ha [IcA kbm momenta e MTX. CpaBHen
cbe sulphosalazine u leflunomide, MTX ce npuema no-asiro (1o-100sp KOMILUIAHBHC) OT
oomauTe. MTX ce npenopbuBa 3a marueHT ¢ akTuBeH [ICA. Benpeku ToBa goka3arencTBara 3a
HeroBarta e(peKTUBHOCT ca orpannyueHu. [1o nanau ot kauHuyHM npoyuBanus MTX ne
Moauduimpa xoaa Ha 60ecTTa, a cCaMO TPAHUYHO MOBJIHABA CTABUTE U KOXKHU CUMIITOMH
(BB3MOJKHO € J1a € CJIEeICTBUE HA HEJOCTaThYHATA arpeCUBHOCT IIPH OBUILABAaHE HA J]03aTa Ha
MTX B 1sx). Komnnexcha oyenka Ha epekmusnocmma na MTX 3a neuenue na 6oanume c IlcA
He modice 0a bvoe dadena, Ho MTX ocmasa nati-uecmo npunazanomo cunmemuyno BMAPII 3a
JeyeHue Ha akmuger IlcA, n ce npenopbuBa KaTo BTOPO 3aAbIKUTEIHO JIEKApCTBO MPU
BKIIIOYBaHe Ha OuonornuHo BMAPIJI B TepaneBTHYHaTa cXeMa.

MTX e ananor Ha onueBara KUCeIMHA U MTOTUCKA MPEAUMHO OBP30AETAIINUTE Ce KIETKH (B
KOCTHUS MO3bK, EIIUTEITHUTE KIETKU U JIp.), U MOJLYJIMpPa UMYHHHUS OTTOBOP.

B 3aBucumoct ot ¢opmara u aktuBHOCTTa Ha [ICA, chbTcTBaIMTE 3a00IIBaHUS U CHCTOSHUS U
murncara/Hanuaueto Ha HJIP, MTX ce mpuiara B cenmudHa 103a ot 12.5 mo 25 mg.
CepTeTBalio nedeHue ¢ ¢poiueBa KucenrHa 3HaunTenHo Hamansaa HJIP u mogoOpsBa
KomIUtaibHCa KbM TepanusaTa ¢ MTX. [IpenopbuBa ce ycrnopeqHo NpuiioKeHUe Ha IToHe 5 Mg
¢donreBa KuceIMHa CEIMUYHO, HO OTHOBO JJO3UPAHETO € CTPOr0 MHANBUAYAIHO.

Ha Obirapckust mazap He ce mpejyiarat npeaBapuTeHO JO3UPpaHH (HOPMH 3a MapPEHTEPATHO
npuiioxxenue (Metoject), mopaau KOeTo J03UpaHeTo Ha MapeHTepanHuTe (GopMu B aMOyIaTOPHH
YCIJIOBUS Ch3/aBa 3HAUUTEIHHU TPYJHOCTU Ha MAllUEHTUTE. BbIpexu ToBa mapeHaaIHOTO
MIPUIIOKEHUE CE MPEATNIOYNTA, TOPAAH MO-HUCKHS MPOLIEHT TOPHO-AUCIIENITUYHH OTUIaKBaHUSI.

2. HoBu MoJiekyn — Taprer-uHacouyenu bMAPJI

e MHuxuburopu na JAK
Hannyau B MomenTa Ha maszapa (B CALL| u Ha pyckus maszap) u/uim B Ipo1ec Ha KIMHAYHH
U3MUTBaHMA ca HAKoJIko nHxuouropu Ha JAK. Te ca uHXHOUTOPU Ha BHTPEKIETHYHOTO
Ipe/laBaHe Ha MPOBB3MNAIUTEIHHS CUTHAJI IPEHECEH OT €Ha 10 Apyra KJIeTKa ¢ IOMOIITa Ha
Pa3IMYHU IUTOKHMHU 32 Tepopaino npuioxenue. Exun ot tsx, JAK1-3 unxudurop (tofacitinib),
e ¢ ooOpenue 3a nedeHue Ha 601HU ¢ PA — camocTtositestHo uiu B komOuHanus ¢ k-bMAPJL.
[Ipoyusa ce ipu 60mHU ¢ [IcA.

e Hnuxuduropu Ha ¢ocoauecrepasa 4 (PDE4, phosphodiesterase 4)
Apremilast e opanen ¢poconuecrepasza 4 (PDE4) nuaxuburop, KoiTo Moynrupa MeTaboanu3ma
Ha LMKIUYHUSA aJIeHO3UH MOHO(ocdaT. B kieTkute Ha Bb3MaJI€HUETO, Ta3H MOyJIalMsI BOAU 10
MOHMKCH CHHTE3 Ha MpoBb3naauTeTHu TUTOKUHHE (TNF-0, IL-17 u IL-23), u yBenuuaBaHe Ha
nportuBoBb3nanurensute meauatopu (IL-10). TIpoyusa ce mpu 60w ¢ [IcA.

Buoaornynn bMAPIJI

OudakBa ce OMONTUYHHTE CPEJICTBA JIa TIOBJIHSIT WIIH CIIpaT KIIMHUYHATA U peHTreHorpadckarta
€BOJIIOIS Ha OoniecTTa. Beruku OMONOTUYHM CpeIcTBa ce mpuiaraT ycnopeaso ¢ MTX, u camo
TIPH OTIPENICIICHU YCIIOBHUS CAMOCTOSITEITHO.

Haii-ronsam e 6posT Ha Ononoruyaute cpeactsa cpenry TNF-o, mocneaBaHu OT TapreTUpaInTe
IL-12/23, IL-17A, IL-6 u CD20. Ot Ts1x ¢ noka3an epekt npu manuentute ¢ [IcA u Ic ca
MPEJCTaBUTENIN CaMO Ha IbpBUTE TpH Kiaca (antu-TNF-a, antu- 1L-12/23 u antu- 1L-17A).
HesaBucumo ot oOemniaBamuTe pe3yiTaTi Te3U JEKapCTBEHN MPOAYKTH HE TTOBJIASBAT
nmpuyrHaTa 3a 6osectTa (HeU3BECTHA €THONOTHs). ToBa TU ompeaesns KaTo MaToreHeTHYHH
neueOnu cpeactsa. BMAPJI (KOHBEHIIMOHATHN ¥ OMOJIOTHYHH) IEJIST MOBIUsSBAHE HA



JNECTPYKTUBHUS IIPOIEC U Ca HACOYCHH KbM Pa3IMYHU KOMIOHEHTH HA UMYHHUS OTTOBOP
(mexapcTBeHHMTE MPOTYKTH, IOBIUSIBAIIM 3B€HA B TATOTCHETHYHUTE KaCKa Il Ha 00JIECTTa).
[IpexbcBaHETO HA JIGYEHHUETO, C KOWTO U Ja € OT TAX, € CBHP3aHO ¢ 000CTpsiHE Ha OoJiecTTa B
pa3InyeH CPOK.

Brorpeku pa3inyHUTe TepaneBTUYHU CXEMU, IPU 3HAYUTENIeH IpoIeHT oT OosHuTe ¢ TICA,
aKTUBHOCTTA Ha OoJiecTTa nepcuctupa mim ce uzasssar HJIP.

KbM MomenTa TepaneBTuunara nupamuaa Bkiaousa HCIIBa, I'K (mpu nokazanu manueHTH —
BBTPECTABHO WJIHU JIOKaIHO), CBMAPIJI 1 nipu HenoBnusBaHe OT MOCJIEIHUTE WU IIPU BUCOKO
aKTHBHA OOJIECT €THOBPEMEHHO C TAX ce BKItouBa ononorudyio bBMAPJL. Ot mocneaaute
peructpupanu 3a nedenue Ha [ICA ca npencraBurenu Ha asere rpynu — antu- I NF-o u antu-1L-
12/23.

Baxxna posns B narorenesata Ha [IcA urpast T-xemmnep 17 (Thl7) knerkure. Te perymupar
MPUA0OUTHS UMYHUTET Cpelly MUKPOOU U ca (PakTOpH B pa3BUTHETO HA PA3IMYHU ABTOUMYHHU
3abonsBanus. B kpaifHUTEe eTanu Ha CI0XHA KacKaja ce CHHTE3UpaT peuia IpornH(pIaMaTopHu
UUMTOKUHY U anruoreHHu Qakropu - TNF-a, IFN-y, IFN-a, IL- 6, IL-1B, IL - 12 u IL — 23, xamo
nocieonume 0sa nuprkupat audepeniupaneto #Ha Thl u Th17 kietku. Thl7 kinetku
npousBexaat IL-17A, IL-17F, IL-21 u IL-22. Te3u UHTEPICBKUHN UTPAsT POJIs B IaTOreHe3aTa
1 Ha KOXKHUTE MposiBU U Ha [ICA.

KbM MoMeHTa ce pa3paboTBaT MHOKECTBO TE€pariy, HACOUYEHU KbM KJIETKH U IUTOKUHHU B Th17-
menuupanus et (1L-12/23, 1L-17).

[To-no0po pa3bupane Ha umyHomnatoreHe3ata [IcA, Bkimrounrtenno ponsita Ha TNF-o u IL-12 u
IL 23, noBene 10 pa3BUTHE HA LI€TIEBU OMOJIOTMYHU Tepanuu (Tabauna 2).

Taoauna 2. BMAPJI 1 ocHOBHUTE ITaTOr€HETUYHN MEXaHU3MH, KOUTO ITOBIUSIBAT

MTX anTn TNF-0 [CTLA-4 |anTr-1L23/IL17 [Anti-CD20
ATIK | makpogaru || CD163 | T-xn. u)| DCs 1 aronTo3a Ha [IMH knetku
T/B xietku LT k. | CD3 AKTHBUPA- (| Th1/Th17 | cporHOmEeHne T-ki./CD2()
| CD4 (Thl) HCTO Ha | Mmemopu MO3UTHUBHU KJICTKU
| CD8 HauBHU T- | mupkynupanm B-knerku;
|TH17 KIICTKH BbB BTOPUYHHMTE JTMMQPOUIHH
opranu?




[{nToKkuHN/ } IL-8 | MMP-13 || 1L-12/23|| DCs 1 amornrro3a Ha [IMH knetku
Anxeswonnu || E selectin || MMP-3 p40, Ho He|| Th1/Th17 | cporHomenue T-xn./CD20
Monekymnu | ICAM-1 L ICAM-I H | Mmemopu [O3UTHBHH KJIETKH
| MMP-3 L1223 IL- | umpkymmpamm  B-kieTku;
1 1L-17 12p35 BbB BTOPUYHHUTE JTUMQPOUIHU

) IL- opraHu?

1/8/10

| TNFa

| MCP-1

| IFN-y

T 1L-5

[Tpunoxenuero Ha BMAPIJI oBajsiBa CHMITOMUTE U HaMaJlsiBa ABJITOCPOYHATA 3200JI€BAEMOCT.
Bwnpeku apceHana ot pa3sHOOOpa3HU JIEKAPCTBEHH MPOIYKTH U papabOoTBaHETO Ha MPEMOPHKH 3a
neuenune Ha [IcA, 3HAUMTENIEH MPOLEHT OT OOJIHUTE HE ce MOBJMABAT. [IpU MPHIOKEHUETO Ha
TNF-uaxubutopu (Haki-4ecto mpriaraHoto OuonoruvHo jedenue npu IIcA) - 30% mo 40% ot
MAIMEHTHTE Ca TbPBUYHU HOH-PECIIOHBPH.

TNF-uaxu6uTopu: adalimumab, etanercept, golimumab, infliximab, certolisumab

Perucrpupannre 3a neuenue Ha [IcA TNF-a-uaxuburopu no 2011 roauna, ca mpeaBUaCHU B
npenopbkuTe Ha EULAR 2012 u Bximrousat adalimumab, etanercept, golimumab,
certolizumab wu infliximab, u ca mokazanu edpukacHoct npu [IcA, NOBIMSIBAHKN KAKTO KOXKHUTE
MIPOMEHHU Taka U 3acerHaturte ctaBu. | NF-o-mHXUOUTOpH 3a0aBsT/Iipe0TBpATIBAT
pentreHorpadckute npomenu. [Ipe3 2013 r. ¢ unanKanus JeueHue Ha BUCOKOakTuBeH [ICA e
perucTpupaH u nepToauzymao.

Edukacuocrra Ha adalimumab, etanercept, golimumab, certolizumab u infliximab e
JIEMOHCTpHUpaHa B PEAMIIA TPOYUBAHHUS.

TNF-a e kn1rouoe yumokun B narorene3ara Ha [IcA:

v/ HHIYIMpa CHHTE3 Ha MPOBB3MAINTEIHH [INTOKHHH;
v’ CTUMyIHpa eKCIpecus Ha aXe3MOHHH MOJEKYIIH BPXy ITOBBPXHOCTTA HA €H/IOTETHH
U IPYTH KIIETKH,

v/ [OBHIIABA CHHTE3a HA MATPHKCHU METaNONPOTEHHAH;

v/ [OTHCKa CHHTE3a Ha IPOTEOIMKAHH B CTABHHS XIS

v/ CTUMyIIMpa OCTEOKIIACTHATA AKTHBHOCT.
Nuxubupanero Ouonornunara epekruBHocT Ha TNF-0 moTHcka B pa3nuvHa CTENEH BCEKU €IUH
OT u30poeHuTe Mmo-rope ehexTH.

Jleuenune Ha IIcA ¢ TNF-unxuoduropu
Ha ¢apmaneBtnunus nasap B bbeirapus ce npezanarar (ca ce nmpeiaraim):
TNF-o uaxubdutopu ¢ peumoypcarus 75% (MKb M07.1, M07.2, M07.3):




Adalimumab
Etanercept

Golimumab
Infliximab

e Certolizumab
e Ustekinumab
e Secukinumab

Adalimumab e 13110 YOBEIIKO pEKOMOMHAHTHO MOHOKJIOHAJTHO aHTHTsL10. He ce pa3nnyaBa
1o cTpykrypa u pynkius ot yoBenikus IgG1. Cepp3Ba ce cnienuduyano ¢ TNF- anda u 6mokupa
Herosara OMoorudHa (QyHKIIHS, KaTO BB3MPEMNSICTBA CBEP3BAHETO MY PELIETITOPUTE TIO
MOBBPXHOCTTA HA KIIETKUTE.
JlekapcTBeHa hopMa: HHKEKIIMOHEH Pa3TBOP B MPEIBAPUTEIIHO HAITBIIHEHA CIIPUHIIOBKA,
cpabpakaiia 40 mg adalimumab.
Jlo3upoBKa U HaYMH Ha npuiiokeHue: 40 Mg c. K. BCsIKa BTOpa CeIMUIIA.
Knunnyna edukacHOCT: MOKa3aH € 3a JIeYeHHe Ha aKTUBHA U HanpeaHana ¢popma Ha [IcA npu
BB3PACTHU, KOTaTO OTTOBOPHT KbM IMPEIX0AHATA, MOTUPHUIIpAINa 3200JIIBaHETO
aHTHPEBMATUYHA Tepanus, ¢ Ou1 HepocraTbueH. Jlokasano e, ue adalimumab:
e HaMaJsBa MpPOTpecHsTa Ha MEePUQPEPHOTO CTABHO YBPEkKAaHE (BKII. peHTIeHOIpadCKH)
MIPY MMAIMEHTH ¢ oyapTuKyaapeH [IcA (chbCc CUMETPUYHO aHTAKUPAHE HA CTABUTE), U
e 10a00psiBa QYHKIMOHATHUS KAIAIlUTET;
e KJIMHUYEH OTTOBOP Ce MocTura oobuyaitHo 10 12-ta ceqmuna. [Ipu BCHUKY MalueHTy, Npu
KOUTO HE ce HabJ01aBa CUTHU(PMKAHTHO TTOJI00OpEHNE B paMKUTE Ha ITbPBUTE 3 Mecela,
MPOIBIDKABAHETO HA JICYCHHUETO C afaiuMymad TpsiOBa BHUMATEIHO Ja ObJe MPEILEHEHO.

Infliximab npencrasnsBa xumepHo MoHokIOHaTHO Monoclonal anTuTsIo, ChabpIKAIIO
YOBEIIKH U MHUIIY KOMITOHEHTH. CBB3Ba C€ KaKTO C pa3TBOPHMATA TaKa U C TpaHCMeMOpaHHAaTa
¢opma Ha TNF-a, koeTo Bou /10 MOTHCKAaHE Ha OMOJIOTUYHUTE MY €(heKTH.

JlexapctBeHa dopma: [Ipoussexna ce noa popmara Ha aMIyJIH 3a BEHO3HA UHDY3HUs,
cpabpxkanty 100 mg unpnukcumad.

Jlo31poBKa M HAUMH Ha NPUJIOKEHHE: Mpuiara ce B 103a 3 Mg /kg TenecHo Terio BbB BEHO3HA
uHoy3us. [lpeanucanara no3a ce pasraps B 200 mn ¢pusuonoruuex pasrsop. Uudy3usra
MPOBJIKaBa OKOJIO 2 yaca.

Etanercept e paztBopum peneptop 3a TNF (mumep oT u3BBHKIETHYHATA YACT HA JIBa
perientopa). B mupkynarmusata komrnereTuBHO ce cBbp3Ba ¢ TNF-o u TNF-f u Bp3npensarcTsa
CBBP3BAHETO UM KbM PELENTOPUTE HA KJIEThbUHATAa IOBBPXHOCT, U KaTO CJIEeICTBUE OJIOKUpa
MHULMUPAHETO HA BB3MAJIUTENHA KacKaa.

JlexapcTBeHa hopma: rmpax BbB (hj1akoHH, ChAbpKaLM 25 u 50 My eTaHepLENT B KOMIUIEKT
ChC CIIPUHIIOBKH, C IIPEIBAPUTEIHO HAIIBJIHEH Pa3TBOPUTEN — Boja. JIekapcTBeHaTa
OIIaKOBKa ChIBbpKa 4 (hjlakoHa eTaHepLENT U 4 CIPUHIIOBKH C Pa3TBOPUTEIL.

Jl03MpOBKa U HAUMH Ha MPUJIOKEHUE: IPU BB3PACTHU €TAaHEPLIENT ce IIpuJiara B o3a 25 mg
JIBa I'bTU CEAMUYHO. B 0TAEIIHN ciiydan € Bb3MOKHO Ja ce NMPUJIOKHU U B 103a 50 My enuH
IIBT CEAMHUYHO.

Knunnyna edukacroct: Eranepnent npu nauuenTs ¢ [IcA nonodpsiBa KOHTpoIa BbPXY
OonectHata akTUBHOCT. ETanepuent 3a0aBs craBHata yBpena. [Ipu neuenue ¢ eranepuent




OOJHHUTE OTUMTAT peAyKLHs Ha OOJIKaTa, OTOKA HAa CTABUTE U CYTpEIIHATa CKOBAHOCT, KAKTO
Y 3HAYUTEITHO MOJ00pPEHUE B CUMIITOMHTE Ha KOXKHOTO 3a00ssgBane omie Ha 4™ ceamuna, a
ipu 50% ot 6onHuTe e nmocturnat uuaekc PASI75 Ha Tpetu mecell OT JIe4eHHETO.

Golimumab npencrasisiBa 4OBEIIKO MOHOKJIOHATHO PEKOMOMHAHTHO aHTHTsLIO OT Kiac IgGlk.
O06pa3yBa cTabuiieH KOMILJIEKC ¢ pa3TBOpUMAaTa U TpaHCMeMOpaHHaTa (hopMa Ha YOBEIIKUS
TNF-0, koeTo npenoTBpaTsBa CBbP3BaHETO UM KbM PELENTOPUTE HA KIEThYHATA TIOBBPXHOCT.
l'onumymald e ¢ BUCOK aMHUTET U HeyTpaIM3Hpall KanauurteT 3a yoBemku TNF-a,
KOH(pOpMalMOHHA CTAOMIIHOCT M BUCOKA pa3TBOPUMOCT, KOETO I03BOJISIBA Ja C€ MpHilara
BEIHDBX Ha 4 CEIMUIIH.

JlekapcTBeHa hopMa: HHKEKIMOHEH pa3TBOP B IIPEJBAPUTEIIHO HAIIbJIHEHA IHcaIKa SmartJect
ot 0,5 ml ceawppka 50 mg ronmumymad u momoriHo Bemectso - 20,5 mg copouron (E420).
Jlo3upoBKa ¥ HAYMH Ha IpuiokeHue: 3a jedeHue Ha [IcA romumymad 50 mg ce npuiiara
MOJIKO’KHO BETHBX MECEYHO, Ha €{HA U ChIIIa JaTa.

Knnnuyna ehukacHOCT: TepaneBTH4YeH OTrOBOp ce noctura 3-4 — meceuno jeuenue (cnexn 3-4
7I031) — TIPH JIUTICA HA TaKbB B TIOCOUYCHHS MIEPUOJT JICYCHUETO TPsOBA J1a ce MPEOLeHH, WK Ja Ce
noBumM jo3ara Ha 100 mg BenHbx MeceuHo. [lo-BucokaTa J103a MOXKe J1a ce Ipujiara u rnpu
nanueHTu ¢ Terio Haja 100 kg (pucksT oT onpenenenu ceprodur HJIP e mo-Bucok npu 103a ot
100 mg B cpaBHeHue ¢ go3ara ot 50 mg). He ce nnxxektupa JBoiiHAa /1032, 32 KOMIIEHCALUS Ha
npomnycHara jo3a. Ha 4™ ceqmuia ot 1e4eHHeTo ChC TouMyMad OOTHUTE ce MoI00psiBaT
(Opoit oTouHM U O0JIE3HEHH CTaBH, TAKTHIIUT U €HTE€3UT, HOKBTHU IPOMEHU U KOYKHO
aHTa)XHpaHe), Pecll. € HAINIIE TOA00pEeHIe Ha KaueCTBOTO Ha KUBOT U 1O-100pa
pabotocnocobHocT. [Ipunoxkenuero Ha roruMymMad HamallsiBa IPOrpecusiTa Ha CTPYKTypHaTa

yBpena.

Certolizumab e pexomOuHanTeH, xXymanusupat Fab® antutsiio ¢parment cpenry TNF-o (He
cpabpxa Fe-ydacTbk), ekcpecupan B Escherichia coli u koHIornpas-cBbp3aH ¢
nonuetmwieHriukon (PEG). [ermnmupanero 3a6aBs pasrpakaaHeTo Ha 1epTyauzymad. CBbp3Ba
pastBopumus TNF-a.

JlexapcTBeHa hopmMa: IpeIBapuUTEIHO HallbiIHEeHa cripuHIoBKa (200 Mg nepronnzymad
neroJi/1 M) 3a €IHOKPAaTHO MOKOXHO MPHIIOKEHHE.

Jlo3MpoBKa U HAUMH Ha NPUIOKEHHE: MpenopbuBaHara 103a npHu Bb3pactHu 400 Mg /qHEBHO
(2 mmxexTupanus) Ha ceamuia 07, 2P iy 4™ u cinen ToBa eqHOKpaTHO 1Mo 200 mg
(mopgabprkaia 103a) Ha Bceku 2 cenMuiid. He ce mpenopbuBa cnivpaHe Ha ChI'bTCTBAILIATA
tepanus ¢ MTX (npu Bp3MoxHOCT). MTX ce npenopbuBa Npu BCSIKO OMOIOTHYHO

cpeactso. [lanpenTuTe MpomycHany 103a TpsOBa Aa s MHXKEKTUPAT BeHAra Clie/l KaTo CU
CIIOMHST U 12 IPOABJDKAT IPUIAraHeTo Ha 2 CeAMULIM OT HOBATa Jara.

KnnanyHa ehuKkacHOCT: KIIMHUYHOTO MOA00pEHHe OOMKHOBEHHO C€ TIOCTHTA B PAMKHTE Ha
12- cenmuuno neuenue. JledeHneTo ¢ uepronnzymad HHXuOUpa peHTreHorpadekara u
KITMHAYHATA TIPOTPECHSI.

Buonoxo6Hn JiekapcTBeHH NPOAYKTH, Chabpxkamu infliximab.

CobrimacHo m3uckBanusTa Ha EMA OronomoOHUTE JIeKapCTBEHU MPOAYKTH CIIE/IBa J1a MIPEICTABSAT
JIAHHH OT KJIMHUYHH U3MUTBAHKS B 2 OCHOBHHM WHIUKAIIMHU, Bh3 OCHOBA HA YHUSITO
J0Ka3aTeJICTBEHOCT CE MPABU EKCTPATIONAIMS 32 OCTAHAINTE OKAa3aHHsI, BAJIMIHH 32



pedepeHTHUS eKapCcTBEeH NMpoaykT. Omobpenu ca a8e ocHoBHU nHAMKanuu PA u AC (mpoydeHa
€ B KIIMHUYHU U3NHUTBAHUs), U ca PErUCTPpUpPAHU U 3a JieueHue Ha [IcA.

Hurepaekun (I1L)-12/23 naxuduropu

IL-12 u IL-23 ca xeTepoauMepHH [IUTOKUHU, CEKPETUPAHHU OT aKTUBUPAHH
AHTUTCH-TIPEJICTABALIN KIETKH, HapuMep Makpodaru u JeHIpuTHY KieTku. U nBara
LIUTOKMHA y4acTBAaT B UMYHHHU npoliecH. [L-23 e KJIr040oB IUTOKUH B

nporeca Ha aktuBupane Ha Th17 kietku u npoussoacTBoTo Ha IL-17 u npyru npo-
BB3NAIMTEIIHA TIUTOKUHH, a [L-12 - ctumynupa kinerkute ectectBenn youiiu (NK) u
npenu3BukBa qudepennuanusata Ha CD4 + T knerkure kbM T 1 xennepen (Thl) denotnm,
T. €. u B Thl-Menuupanusi Bb3NaJIUTENEH MIBT.

AbnopmHata perynanus Ha IL-12 u IL-23 ce cBbp3Ba ¢ UMyHHOMEIUHPAHH OOJIECTH KAaTO
MICOPUA3HC U TICOPHUATUYEH aPTPUT.

Ustekinumab e ustsuto woseriko 1gG 1« MOHOKIOHATHO aHTUTSUTO cpenty 1L-12/23,
MIPOU3BEICHO B MUEIOMHA KJICThYHA JIMHUS HAa MUIIKH ¢ TTIOMOIITa Ha pekomOuHanTHa JJHK
texHonorus. CBbp3Ba crenupuyHo obiara nporenHona cydeauauna P40 na vosemku 1L-12 u
IL-23, npenoTrBpatsiBa cBbp3BaneTo Ha P40 ¢ IL-12RB1 peuentopHus mpoTerH, pa3noioKeH Ha
MOBBPXHOCTTA HA IMYHHHUTE KJICTKH, HO HE MOBJIMABA Beye CBbp3aHuTE ¢ perenTopa cu 1L-12/23,
T.€. MAJIKO BEPOSATHO € YCTEKHMHYMal Ja ydacTBa B KOMIUIEMEHT- WIN aHTHTSIIO-MEANUpaHaTa
LUTOTOKCUYHOCT. Y CTeKMHYMab oka3Ba cBouTe KauHU4HU edektu npu [lc u TIcA upes
npexkbeBane Ha mprumara Ha Thl- u Thl7-aconuupanuTe TMTOKMHU (OCHOBHH 3a Pa3BUTHETO HA
Te3H JBE OOJIECTH).

JlekapctBeHa dopma: 1 ¢uakon (ot crekio Tum I 2 ml, 3aTBOpeH cbhe 3amynianka oT OyTHIoBa
ryma c¢ nokputue) ¢ 0,5 M1 GUCTBp 10 JIEKO OlajecleHTeH, 0e31BETEH 0 OJIeT0KBIT (MOXKE /1a
ChJIbPIKa HIKOJIKO JPEOHU MOTYIPO3PAYHH WU OCTM YaCTHIIM MPOTEHH ) HHXKEKIIMOHEH Pa3TBOP
chabpka 45 mg ycrekunymab. drakoHa /1a ce ChbXpaHsiBa B KapTOHEHAaTa OMaKoBKa (3a J1a ce
IIpeia3y OT CBETIMHA) U B XJIQWJIHUK [IPH TEMIIepaTypa Mexay 2 u 8 rpagyca. Y cTeKUHUMAa0
ce mpuiiara cliefl KaTo JOCTUTHE CTaifHa TeMrieparypa (MpuOIM3UTENIHO 32 OKOJIO MOJOBUH 4ac).
[TopoOHM MHCTPYKITUU ca TIPESIOCTABCHH B JIUCTOBKATA 32 MMAIUCHTA.

Jlo3MpoBKa ¥ HAYMH Ha MPUIOKEHHE: IbPBOHAYATHA 032 OT 45 Mg, IpUIokKeHa MOAKOKHO,
mocJieZiBaHa oT J103a oT 45 mg 4 ceqMuIM MO-KbCHO | CJIE] TOBA Ha BCEKU 12 ceqmuIy;
y4acCTBIIUTE C U35IBEH KOXKEH MCOprasznc TpsiOBa Ja ce U305ATBaT KaTo MSCTO 32 UHKEKTHPaHE
(BaXkM KaTo MperopbKa 32 BCHYKH JIGKAPCTBEHH (DOPMU 32 TIApEHTEPAITHO TIPUIIOKECHHE); 32
ManueHTy ¢ TeecHo tersio > 100 kg mppBoHauannata g03a € 90 Mg, npusaokeHa MOAKOKHO,
nocieaBana ot 03a ot 90 Mg 4 ceaAMUIM MO-KBCHO | CJIE/ TOBAa HA BCEKU 12 CEIMUIH; TP TE3H
MaIeHTu go3ara oT 45 mg chIro e epukacHa, HO Mmo-rojsima edukacHocT uMa ao3ata ot 90 mg;
TIPH MTAIUSHTH, KOUTO HE ca TIOKa3aJId TOBIIMsABaHE 10 28 CeMUIIM CJIe]] HA4ajJ0TO Ha JICUSHHUETO,
TpsiOBa Ja ce OOMUCIU MPEKPATSIBaHE HA Tepanusra.

KnunnyHa eukacHOCT: ycTeKHHYyMal noo0psiBa MpU3HALMTE U CUMIITOMUTE, PU3NYECKOTO
CHhCTOSTHHE U CBBP3aHOTO ChC 3[[PABETO KA4eCTBO HA JKUBOT MPH Bb3PACTHH MAIUEHTH C

aktuBeH [IcA.

[punoskeHUe B CTICIUAIHU TPYIIH:

[Tpu xopa B crapyecka Bh3pacT: HE ce Hajlara KOPEeKIHs Ha J03aTa Mpy OOJHU > 65 TOIMHU.

[pu narmenTy ¢ 6L0PEYHO W YEPHOAPOOHO YBpEXkIaHe, KAKTO U MPU MAlMeHTH 1o 1 8-roaumniHa
BB3PACT: HE € M3IHUTBAH, TIOPaJId KOESTO CIIe/IBa JIa HE Ce MpHIIara IMpu Te3u OOJTHH.




Secukinumab e pekoMOMHAHTHO M3LSIIO YOBEIIKO MOHOKJIOHATHO aHTUTsUIO OT Kiac [gG1/x,
HACOYEHO CEJICKTUBHO KbM MHTEpieBKUH-17A. [loydeH € OT KJIETKU OT SSIMYHUK Ha KUTAaHCKU
xamcrep (CHO). Cexykunymab neiictBa kato ce cBbp3Ba ¢ IL-17A u ro HeyTpanusupa,
MHXUOMpalku B3auMoaeicTBreTo My ¢ IL-17 penenitopa, KOWTO ce eKcrpecupa BbpXy pa3IndaHU
BHJIOBE KJIETKU. B pe3ynraTt Ha ToBa CEKyKHHYMa0 MOATHCKA OCBOOOKIABAHETO HA
npouH(IaMaTOPHU [IUTOKUHHI, XeMOKUHU U MEIMATOPH HA ThKaHHA yBpeaa u Hamansiea [L-17A-
MEMHUPAHOTO 3B€HO B Pa3BUTHUETO HA ABTOMMYHHHUTE W BB3MATUTEITHUTE 3200 IIBAHUSI.
JlexapctBeHa gopma: CexkyknHymab e moj popmara Ha HHKEKIIMOHEH Pa3TBOP B MPEABAPUTEITHO
HambJIHeHa nucanka (SensoReady nmucanka). Besika mpeBapuTeHO HaITbIHEHA MTUCATIKA
ceabpka 150 mg cekykuaymab (secukinumab)* B 1 ml.
Cosentyx, camocTosTeaHO Wir B komOuHarms ¢ MTX, e mokasaH 3a JieueHUe Ha aKTUBEH
MCOPUATUYEH apTPUT MPU Bb3PACTHU MALUEHTH, IPYU KOUTO TpemecTBamara tepanus ¢ BMAPJI
e Ouia HeaJleKBaTHA.
Jlo3upoBka v HauuH Ha npuiokenue: [Ipu nanuentu c [IcA ¢ ymepeH 10 TEXbK IUIaKaTeH
IICOPHUA3UC WM TE3U, KOUTO HE Ca CE MOBIUSIM aIEKBAaTHO OT npoBeAcHaTra anTtu-TNFo Tepanus,
npenoprunTenHara go3a € 300 mg, mox Gpopmara Ha MOAKONKHA UHKEKIUS, KATO ITbPBOHAYAIIHO
ce mpuJiara Hacuiaimia no3a Ha cenmuna 0, 1, 2 u 3, a BOocieCcTBUE KaTo eKeMeceyHa
noIbpaKaiia 103a ot cenmuna 4. Beska no3a ot 300 mg ce npuiiara Kato 1B MOKOKHU
umxkekuu ot 150 mg.
[Ipu ocTananuTe NalMeHTy NpenopbUMTENHATA 1032 € 150 mg, mpuokeHa KaTo MoJK0KHA
WHXKEKIINSI, KaTO IIbPBOHAYAIHO CE Mpujlara Hacumiaia qo3a Ha cenmuna 0, 1,2 u 3, a
BIIOCJIEZICTBHE KAaTO €KEeMeceuHa Mo IbprKallla 103a OT ceaMuIa 4.
Kimanana edgukacHoct: Jledennero ¢ Cosentyx Boau J0:

® 3HAYMMO MOAOOPEHHE HA TOKA3AaTEIUTE 32 aKTUBHOCT Ha 3a00JIsIBAHETO CIIPSIMO TU1a1e0o

Ha ceamuria 24.

e 3amoyBa Ja JIelCTBa Ha ceaMuIIa 2.

e craTucThyecku 3HaunMa pasnuka B ACR 20 cipsmo mname6o ce mocTura Ha ceamuiia 3.

e uHXHOUpa peHTreHorpadckara NporpecusTa Ha CTPYKTYpHUTE YBPEXKAAHUS N0 2-Ta

TOJINHA,

e 1oa00psBa ¢pusnyeckaTa QyHKIUSA HA TAIIUEHTUTE

® 3HAYMMO MOJ0OPSBA CBBP3AHOTO CHC 3PABETO KAUECTBO Ha )KUBOT

e BOJM 10 0OpaTHO pa3BUTHE HA JAKTHIINTA U EHETE3UTa
KakTo nipy manueHTuTe, mpu KOUTO He € poBexknana antu- TNFa Tepamnus, Taka U alMeHTUTe ¢
He3aJ0BOJIUTENIeH OTToBOp KbM aHTH-TNFo Tepanus, nexkyBanu ¢ Cosentyx ce HaOmo/1aBa
3HAYUTEITHO MO-BUCOK 11 Ha MOCTUTHAT TEpaneBTUUEH OTroBOp olieHeH ¢ kputepunte ACR 20
cnpsaMo maredo Ha ceamuIia 24, karo npu HempoBexaanute aHTH-TNFo Tepanus ce HabnrogaBa
MaJIKO TI0-BUCOK IPOIIEHT HA TOCTUTHAT TeParieBTUYEH OTTOBOP.
Ynorpeba npu cnenuanHu nomynanuu: JIumncear ¢papMakOKMHETUYHU JaHHU TPU TAIIUEHTH C
OBOPEYHO WM YEPHOPOOHO YBPEKIaHE
HIMyHOTE€HHOCT: B KIIMHUYHUTE U3MUTBAHUS MIPH TICOPUA3UC, ICOPUATHYUEH apTPUT U
AHKUJIO3WPAIIl CITOHIWITUT, MTO-MaKo OT 1% oT 6omHuTE NekyBanu ¢ Cosentyx oOpazyBar
aHTHUTEJa KbM CEKYKUHYMad B paMKUTE Ha 52-CeIMUYHUS TIEPUO/I Ha JICYCHHUE.
Heo6xoanmo e moBuIlieHO BHUMaHue TTpH HazHayaBaHe Ha CosentyxX Mpu MaIrMeHTH ¢ 00JIecT Ha
KpoH, xpoHnyHM 1 penuauBUpaIiv HHGEKINUH, MAUeHTH ¢ YYBCTBUTEIHOCT KbM JIATEKC
[IpoTuBoONIOKa3aHUs:




BpemeHocT, KbpMeHe, akTUBHA TyOepKYJ103a, peaKIui Ha CBPhXYYBCTBUTEIIHOCT, 000CTPEHA
XpOHWYHA HH(DEKIus,

[Tpu 6oHM ¢ TaTeHTHA TyOepKys03a TpsOBa Ja ce 0OMHUCIIH MTPOBEKIAHETO HA
MPOTUBOTYOEPKYJI03HA TepaIus MPeIu 3armouBane Ha ieueHuero ¢ Cosentyx.

Ixekizumab, IgG4 MOHOKIIOHATHO aHTHUTSIIO, ITOKA3aH 3a JICYCHNUE HAa YMEPEHO TEXBK JI0 THIKBK
IJIaKaTeH MCOPUA3KC MPH Bb3PACTHU, KOUTO Ca MOAXOIAIIM 33 CHCTEMHA Teparusl.
Camocrosarenno uiny B komOounaus ¢ MTX, e moka3aH 3a JeueHHe Ha aKTUBEH IICOpUATHIEH
apTPUT NPHU BH3PACTHU MAIIMEHTH, KOUTO CE€ MOBIHUSABAT HEAOCTATHYHO UM UMAT HEMOHOCUMOCT
KbM €JIHa WJIU TOBeYe Teparnuu ¢ Moauduiupamu 60j1ecTTa aHTHPEBMATOHTHU JIEKapCTBa
(DMARD).

[lo3upoBka: [IpenopbunTenHaTa 103a npu miakareH rncopuasuc € 160 mg karo moakoxHa
WHKEKIHs (1Be nHkekuuy mo 80 mg) Ha cenmuiia 0, mociensana ot 80 mg (eHa WHKEKIIHS ) Ha
ceamuna 2, 4, 6, 8, 10 u 12, ciex koeto nmojaabpixkaiia go3a 80 mg (eaHa MHXEKIKs ) Ha BCAKa 4-
Ta cenmuua. [lpu ncopuaTtudeH apTpuT, NpenopbunTeNHara g03a € 160 mg kato noaKoxkHa
WHXKeKIMs (1Be nHxekuu no 80 mg) Ha cenmuia 0, mocnensana ot 80 mg (eaHa MHXEKIIUS) Ha
BCsKa 4-Ta ceMUIIa e/l TOBA. 3a MAlMeHTUTE C IICOPUATUYCH apTPUT U CHITBTCTBAII YMEPEHO
TEXBK JI0 TEKbBK IUIAKaTEH TICOPUA3HUC MPETOPHhUUTETHATA CXeMa Ha MPUJIaraHe € chlaTa KakTo
3a MJIaKaTeH MCOPHUa3HC.

JleueHuneTo ¢ MKCEeKM3yMad HaMalsiBa €pUTEMa, YIUTbTHABAHETO U IECKBAMAIUATA, KOUTO
MIPUCHCTBAT B JIE3UUTE HA MJIAKATEH MICOPUA3KC.

baokaga Ha T-KIeTBYHU KO-CTUMYJIATOPHH MOJIEKYJIH
Abatacept ¢ T-kierbueH Moaysarop. biaokupa HeoOX0aUMOTO 3a akTHBHpaHeTo Ha T KIIETKH

CD28-CD2 curnammsupane, Kato HarmomoOsBa IMTOTOKCHYHHS T-mrM(pONNT-acONUUpaHUS
antured — IgG1 (CTLA4Ig).

B-nmum¢pouutHa adaanus: Rituximab
Putykcuma0 moka3Ba CKpOMHO IMOBJIMSIBAHE Ha CTABHUTE CUMITOMU U MUHUMAJIEH €(QEKT BbpPXY

KOKHUTC ITPOSBH. Hee perucrtpupan € Ta3u UHAUKAIHWA 3a MPUITOKCHHAC.

Nuxubéuropu na IL-6
IL-6 e mpoBB3MaNUTENEH LUTOKHH, C TOBHUINEHA KOHIEHTpAIUs B THKAHUTE C XPOHHYEH

BB3MAJUTEIEH MPOLEC, BKIFOYUTEIHO KOKHUTE JIE3UM U CHHOBHaiHaTa ThkaH npu I[lc m TIcA.
[Ipu npunoxenue Ha Touuauzymad npu 6osHu ¢ IICA, — B HIKoU ciaydyau € HauIe ePUKACHOCT,
a B Ipyru — He. He e peructpupan ¢ Ta3um MHIUKALMS 32 PUII0KEHUE.



CUCTEMHMU 3ABOJISIBAHUS HA CBbEIMHUTEJ/IHATA
TbKAH

CUCTEMEH JYIIYC EPUTEMATO3YC (no MKbB xox M32)

Jepununus u o0mu xapaktepucTuku: Cucremuuar jaymyc eputemarodyc (CJIE) e xponunyHa,
MYJITHCUCTEMHA aBTOMMYHHA OOJIECT ¢ HEW3BECTHA eTHosiorus. Ts ce xapakrepusupa ¢ HaJIUMYUETO Ha
aBTOAHTHUTENA CPElUly HyKJICApHU aHTHTeHM M OTJaraHvsi Ha UMYyHHH KOMIUIEKCH B Pas3iIMYHH OpTaHH,
KOHUTO NPEIU3BUKAT PAa3JIMUHU OPraHHU KIMHUYHYU cuMnToMu. [IpencraBisBa Hail-Ba)XHOTO M OCHOBHO
CHUCTEMHO 3a00JsiBAaHE HA ChEAMHUTENHATa ThbKaH. II0 CBIECTBO CHCTEMHHAT JIyIyC €PUTEMAaTO3yC
BKJIIOYBA MHOYKECTBO JYIMYCHH CHHAPOMH, BCEKHM IIBT Pa3IUYHU U PazHOOOpa3HU OTKBM HMYHHH
(heHOMeHN.
Onenkara Ha 6oner cbe CJIE BKIOUBa cleTHUTE TIET MOMEHTA!
1. TlocraBsiHe Ha AMArHo3a — IMArHo3arTa ce MOCTaBs Bb3 OCHOBA KJIACHU()MKALMOHHUTE KPUTEPUH HA
American College of Rheumatology (ACR), 1982 ro., momuduipanu mpe3 1997 roauna.
1. 2.0meHka Ha CTEICHTA M BHJIA HA 3acAraHe Ha PA3IMYHUTE OPTaHM U CUCTEMH — CTaJMpaHe Ha
Ooxecrra.
2. 3.0ueHka Ha aKTUBHOCTTAa — CB3JQJCHU Ca pa3IMYHA WHAEKCH 32 aKTUBHOCT, KAaTO Haii-
pa3NnpoCTpaHeH M JOCTHIICH 33 NPUIIOKEHUE B KIIMHUYHATa TpakTuka e T.Hap. SLEDAI (Systemic
Lupus Erythematosus Disease Index).
3. Tlpeuenka Ha BeposiTHaTa MPOTHO3a HA OOJECTTa M TEKECTTAa W — M3MOJ3BAT C€ MPOTHOCTHYHH
TaOIUIN.
4. U360p Ha Tepammusl.

CHCTeMHHAT JIYNyC ePUTEMATO3YC 3acAra rI1aBHO MJIaH KeHU (ChOTHOIIIEHHETO J>XeHH:MBxke € 9:1)
Mexay 15 u 55 rogunu. IlpenBunm MHOTOOOpa3weTo Ha KIMHHYHATA CHUMIITOMAaTHKA 3a IMOCTaBsSHE Ha
nuarnozata CJIE TpsbBa na uma mnposibeHu moHe 4 ot 11 kpurepum, nedunupanu ot ACR,
npencraBeHy Ha Tabmwmma 1.

Taomuna 1. Knacupukauuonnu kpurepun na ACR (1982 roa.) 3a cucremeH J1ynyc epuTeMaTo3syc.

1. “TlenepynooOpasen epurem”

2. JluckouHY Ne3un

3. ®OTOYYBCTBUTEIHOCT

4. Yimepanuu B ycTHaTa KyXuHa

5. HeeposuBeH apTpuT/ApTpanruu

6. Ceposuru
" [IICBUT W/WINA
= [EepPUKApPIUT

7. Hepur
*  mepcuctupaiia nporennypus > 0.59/1/24 h
" WIMHIPYPUS — KICTHYHHU W/UITN EPUTPOIIUTHA

8. HeBponynyc




" emwienupopMeHH NPHUITaIbIN
=  [cuxo3a

9. KpbBHa ThKaH
=  XemomutnyHa anemus < 8.5g% Hb
»  JleBkonenus < 3000mm?
* Jlumponenns < 1500mm?3
*  Tpombouuronenus < 100 000mm?

10. IMyHOOTHYHY OTKJIOHCHUS
» antu-dsDNA
= aHTH- SM
= aHTU(OCHOIMITUIHN aHTUTEIIA

11. AuTHHYKIIEapHU aHTHTETA

ACR — American College of Rheumathology

ITpe3 2012 roxa. ca ce3ganenu t.Hap. SLICC xpurepun 3a CJIE (Systemic Lupus International
Collaborating CIlinics), kKouTO BKIIOYBAT JBE TPYNH KPUTEPHH, CHOTBETHO: KIUHUYHUA U
UMYHOJIOTUYHH KPUTEPHH.

Taomuma 2. SLICC kpurepuu (Systemic Lupus International Collaborating Clinics), 2012 roa.

Kaunnynum kpurepuu

1. Ocrbp/IlomocTsp KOXKEH JIYIIyC
XPpOHHYEH KOKEH TTYIYC

VYimepanuy B HOCHA W/WIIM YCTHA KyXHHA
Asonenus

ok ow

CHHOBHT > 2 cTaBM WK 0OJKa B > 2 CTaBH, IPUAPYKEHA ChC CYTPEIIHA CKOBAHOCT > 30
MHHYTH.

o

Cepo3zur
7. bbOpedHo aHTaXKUpaHE
a. mporeuHypus > 500mg/24h
b. epurponMTHY HHIHHAPH
8. Hesponoruunu nposisu
a. TICUX031, MHOXECTBCH MOHOHEBPHUT, MHUEJIUT, NEpU(EepHa W KpaHHATHA
HEBPOTATHS, OCTHP MEPHO Ha OOBPKBAHE. ..
9. XemonuTHYHA aHEMUS
10. Jlesxomenwus < 4000/mma3 moue Beaubx wid auMdornerus < 1000/mm3 moHe BeaHbK
11. TpombGormronenus < 100 000/mm3 moHe BeIHBK.

HNMyHO/10THYHU KPUTEPUH

1. ANA - croifHOCT Hajl pepepeHTHaTa IPaHUIA 32 ChOTBEHATA JabopaToOpHsL.
2. Anti-dsDNA At - croifHoct Hanm pedepenTHara rTpanmia, npu ELISA wmerom 2x Han
pedepaHTHaTa TpaHHMIIA.
3. Anti-Sm1
4. AnTtudochomunumHu AT — HIKOH OT CICTHUTE:
a. LAC




b. ¢anmmso nonoxurenen RPR tect
c. ACL (IgG, IgM, IgA)T B ymepeH UK BUCOK TUTHP
d. Anti-b2 glycoprotein? (IgG, IgM, IgA)
5. Huchk KOMIUIEeMEHT
a. Hucek C3
b. nucek C4
c. nuckk CHS50
6. TlonoxkuresneH aupekTeH Tect Ha COOMDbS, 6e3 ycTaHOBEHA XEMOJNUTHYHA aHEMHSI.

ANA — antinuclear antibodies — anmunyxareapnu anmumena; anti-dsDNA — anti-double stranded DNA antibodies —
anmumena cpewy OJeouno-eepudxcna JHK, LAC — lupus anticoagulant; ACL — anticardiolipi antibodies —
anmuxapouonununosu anmumena; RPR — rapid plasma reagin — ckpununzos mecm 3a cugpunuc

HeoOxomumu ca Haii-mManko 4 KpuTepHusi, cpel KOUTO mNoHe 1 KJIMHMYEeH W moHe 1
HMYHOJIOTHYeH KpUTepuii.

*JlymmyceH HeQpUT KaTo CaMOCTOSTENCH KIWHUYEH KPUTEpUHd TP TIO3UTUBUpPAHE Ha
aHTUHYKJIeapHU aHTuTena win aHTu-dSDNA AT e mocraThyHO 3a MOCTaBSHE Ha JMArHo3ara
CUCTEMEH JIYIlyC €pUTEMATO3YC.

Kannuuna xkapruna: CJIE ce xapakrepusupa ¢ U3KIIIOUUTEIHO pa3HOOOpa3ue B KIMHUYHOTO
MIPOTUYAHE.

1. OnopHo-aBUTaTeJIeH anapaT — THIIMYHH €A CJIETHATE MPOSIBU:

e  ApTpajruu; apTpUT; aCENTHIHUA HEKPO3U; TCHOCHHOBHUTH ¢ (hopMupaHe Ha M-MIPBCT U NPBCT THUI
,,JiebemoBa mus”’

e  ApPTPHUTHT MO MPABHUJIO € CUMETPHUCH, TucTajieH; psako eposusen (10-30%) ot Gosrute

e Psangka xbcHa TOCHenWIa € T.Hap. ,,peBMaTH3bM Ha Jaccoud”, KOWTO MpejACTaBlsBa YJIHApHA
JICBHAISI HA TPBCTUTE HA PHIETE NPH JIUMCA HA €PO3UHU B CTABUTE

e Ocreornopo3ara ce sBsiBa KbCHO B X0/1a Ha O0JIECTTa M Hali-4eCTO € KOPTHKOCTEPOMI-UHIyIHpaHa

e  Muo3ur/MHaAITHN

o  OuOpPOMHAITHYECH CHHIPOM.

2. ITposiBM OT CTPaHA HA KOKATA M BUIMMMTE JIMT'ABUIM — 32€/{HO C ONIOPHO-IBUIATEJHHUSA anapar ce
3acAraT Hai-4ecTo MBPBH OT 0ojlecTTa:
LE-cnenuduynn KOKHM JIE3HH — Pa3AeisIT Ce Ha OCTPH, TOIOCTPH B XPOHIUIHH
e OcTpu KOXHU JIE3UU
»ernepynooodpasen” oopuB wiu “malar rash”
- TEHEepaNIn3UpaH epUTEM
e [lomocTpu KOXKHU JI€3UU
- aHYJNApPHH/TIOIUKINYHY JIC3UH
- mamynockamo3seH (rcopuasudopmen) o0puB
e  XPpOHMYHM KOXKHH JIE3UU
- JIoKanu3upaH quckousieH LE
- JUCeMUHUpaH quckoujaeH LE
- xuneprpoduueH (Bepykosen) LE
- lupus profundus
- lupus timidus




- chilblains lupus
LE-HecnmenupuuHU KOKHU JIe3UU
o  KoXHU CHIOBH IPOSIBU
- BaCKyJHT
- Backynomnarus — livedo reticularis, Raynaud dernomen, TpoM60¢IeOUT, IEPUYHTBATHI
TEeJIeaHTUEKTa3NN
e  Anomnenus
e Kammuuosa
o LE-mecnenuduanu Oyno3Hu ne3uu — OymoseH LE
e Jlpyru HecrierupUIHN KOXKHU IPOSIBH.

3. IlposiBM OT cTpaHa Ha JAMXaTeTHATAa CHCTeMa — HAii-4ecTH ca TJIEBPHTA M TJIOCKOCTHHTE
aTejieKTa3M, Hali-ONaCHU — 0eJIOAPOOHUSIT BACKYJIUT, C Pa3BUTHE HA aJBEOJApHU XEMOparuu, TpoMOo3H;
0eJ1I0APOOHUSAT MYJIMOHHUT; OCTPHUS PeCIHPATOPEH THCTPEC CHHAPOM
benoapooHu nposiBu, pe3yaTart oT MHAYHUPaHUs aBTouMYyHeH oTroBop npu CJIE

e [lnepBur c uinu 0e3 U3JIKB

e [InockocTHHM aTenekTasu

e OcTbp Jymyc MyJIMOHUT

e Jludparmena nucyHxuus

e AsnBeonapHa XxeMoparus IpH BacKyJIHUT

e [lynmMoHaiHa apTepHaHa XUIIEPTOHUS

e  Octbp peciupatopen auctpec curapom (ARDS)

e Jludysna unTepcTHIHANHA OeoapoOHa pudpo3a
Besioapoonu yciioxuenusi npu 6014 cbe CJIE

e Uupexkmuu - GakTepHaTIHU, BUPYCHU, MUKOTUYHU

e benapobeH TpomOeMO0IH3bM

e benoapoOeH 0TOK, ypeMHuueH Npu ObOPEUHO aHTAKUpaHe, pa3BUTHE Ha OBOpeYHa HEIOCTATHUYHOCT

U a30THA 3aAPBXKKA.

4. IIposiBM OT CTPaHa HA ChPAEYHO-CHI0BATA CHCTEMA — TUIIMYCH € JIYITYCHUS KapMT.
o JlynyceH KapauT ¢ wuiu 0e3 NposiBH Ha ChPJEYHA HEMOCTATHYHOCT
- Enpoxapaut tan Libman-Sacks (BanBymuT, psako ce pasBHBAaT IIOPOITH)
- Muoxkapaut
- TlepukapauT — UMa IPEXOCH XapaKTep, PAAKO BOIH 0 CPACTBAHHUS MM TAMIIOHAA
e Backyaur — nannupyema mnypmoypa; livedo reticularis; nepuyHrBajmHM Jne3un; NAHUKYIHT,
HEKpOTHYHH Jie3un; (GredoTpombo3a; ciunapom Ha Raynaud
e ApTepuajiHa XHIIEPTOHMS, YSCTO CBbp3aHa C TIIOMEpYyIOHeYPUT
e BpozaeHu cbpleuHU NOPOLM, pa3BUBAILIM IpU Aeua poAeHUu oT Maiku cbe CJIE M monokuTenHu
antu-Ro (SSa); antu-La (SSb) anrurena.

5. Jlymycen Hedpur — ToBa ¢ enuHCTBeHaTa mposiBa Ha CJIE, Hammumero Ha KOSATO CaMoO ITOCTaBs




nurarnosata npu Hagnuue Ha nonoxkurean ANA > 1:80 wnu nonokurentu antu-dSDNA anTuTena

Knacuduxanus Ha symycnusi Heppur cniopen International Society of Nephrology/Renal Pathology
Society (ISN/RPS), 2003 roa.:

Kunac I: Hopmanna nni MEHMMAaTHA HAXOAKa

Knac II: Me3anreanHomnponudepaTuBeH JIyIyceH HepuT

Kuac IIT: Oruuiuzo nposudepaTuBeH dymyceH HedpuT (< 50% yBpeaeHu riioMepysin)

Kinac IV: AndysHo nponudepaTruBeH iynyceH HepuT

Knac V: MeMOpaHO3€eH IyImyceH He(puT

Kiac VI: Cxreposupaii stynycen HedpuT (> 90% ot ritomepynuTe ca CKIEPOTHYHO TPOMEHEHN)

B mmpokara mpakTHka Hai-4ecTo ce cpemar cMeceHuTe (GopMmu Ha JymyceH HedpuT. TepaneBTUUHHAT
MOAXOA 3aBHCH OT KIMHWYHATA KapTHUHA HA HepHUTa U OT OMONCHYHATA HAaXOJKa. 3aTOBA ITyHKI[IOHHATA
66bpeuna 6uoncus (IIBB) e 3axpmkuTenHa Ipu nepcucTrpaiia npotennypust Hag 0.5 g/l.

6. [IposiBu OT cTpaHa HA HepBHATAa cucTeMa — 3acsiraHero Ha [{HC e enHa oT Hali-BaKHUTE JIOKAJIA3AIIAH
Ha JymycHata Oomect. Hapen ¢ emmenTtndopmeHnTe T'BpUOBE M IICHX03aTa, KOUTO ca KPHUTEpUH 32
JIMarHo3a, ce HabIro1aBa 3HaYUTENTHO pa3HOO0pa3nue OT HEBPOJIOTMYHHU IPOSBU:

e Jlynycno rmaBoGomue

e Ilcuxo3a

e EnunentudopmMeHu repyoBe

e  VYBpexJaHe Ha YepeHOMO3bYHU HEPBU

e [lepudepna HeBpomaTHsI

o MOS’I)‘IHOC'LI[OBI/I UHIOUIACHTHU

e Ilapanu3u, napesu

e  CeTUBHM HapyIICHUS

e Tpancsep3aneH Muenur

e  AcenTuyeH MEHUHTUT

e IlceBnoTymOp Ha MO3bKa

e Koposa atpocus

e Hapymenus B KoopAXHALMATA

e JlakyHapHU HH(APKTH

e “Organic brain syndrome”

l'opuute mposiBM decTo ce cpemar B KomOmHanus. OOMKHOBEHO TE ca M3pa3 Ha LEepeOpPOBACKYIUT U
aKTHBHOCT Ha OojectTa. [ToBIHUABaT ce OIAroNpHATHO OT JICYUSHUETO U B TOJISIMA YacT ca Bb3BPaTUMHU.




7. XeMaTOJIOTHYHM MPOSIBH — CJIE] KOXaTa M OINOPHO-ABHTATEIIHUS arapaT, KphbBHATa THKaH € TpeTara
CHCTEMa C aHTXHUPaHe OIlle B HAYaIOTO Ha OoJecTTa:
o Amnemus — X0 < 85¢/l — ¢ xemonuTHYHa TeHe3a (MOJI0KUTEICH TUPEKTSH W/UIH HHAUPEKTEH TECT
Ha Coombs) u/unu aHeMus B X0/1a HA XPOHUYHUS B3MAIUTEIEH OTTOBOD
e Jleskonenus — Leuco < 4000/mm? uu < 3000/mm?3
e Jlumdonenus - Lym < 1500/mm? umm < 1000/mm?3
e  TpomGouutonenus < 100000/mms3

L[I/ITOHGHI/II/ITG Ca aBTOMMYHHU U C€ OBbJDKAT Ha €pUTPO-, JICBKO- U TpOM6OHI/ITHI/I a"tutena. bonen c
APTPUT, KOXKHU IPOSIBU U JICBKOIICHUA Ca CYCIIEKTHU Ca CUCTEMCH JIYITYC €pUTEMATO3YC.

8. IIposiBM OT cTpaHa Ha racTPO-MHTECTHMHAJIHUS TPAKT — T€ Ca PEIKU U 3a TIX C€ MHUCIMU IPU HaIU4YHe
Ha CHCTEMEH JIYIIyC epUTEMaTO3yC, BACKYIIUT, M KOpeMHa OoJIKa.

9. IIposiBM OT cTPaHA HA PEeTHKYJIO0-€HAOTEIHATA CHCTEMA
o Jlumbagenomeranus

° YMepeHa XCNATOCIICHOMET AJIM s, BB3AMOXKHO € HAJIMINE Ha XUIICPCIIJICHU3BM.

Antudochoaunuaen cunapom (APS)
e 50% ot 6omuute ¢ APS Gosenysar ot CJIE
e AHTUQOCHOMUNUIHUAT CHHAPOM TpeApasmonara KbM BEHO3HH M apTEpHAIHH TPOMOO3H,
PENpPOIYKTHBHU HEYCIIEXH M TPOMOOIUTOIEHHUSI
o Acomunupa ce ¢ antudochonmunuaan anrurena - lupus anticoagulant (LAC); anti-cardiolipin
(ACL); anti-b2GPlI; anti-protrombin.

Kpurepun 3a kinacupunupane na antudochomununen cunapom (Sapporo, 1999 ron.; updated
Syndey, 2004 roxu.)
1. Knunuunu kpumepuu:

1.1. AprepuanHa TpomM003a
1.2. Beno3na tTpom0603a
1.3. Backymnomnarus

1.4. I1aTonorust Ha OpeMEHOCTTa

- Tpu unm moBeue NMOBTapAIIH ce CIIOHTaHHU abopTH mpeau 10 r.c., ciea KaTo ca U3KITI0YEHH XOPMOHATHH
HapyllIeHUs, aHATOMUYHA aHOMAJIUW, TEHETUYHO U3CJIe/IBaHe Ha IBaMaTa POJUTEITH

- Enna wim moBeve HeoOsicHMMa cMBPT Ha MopdomorudHo HopMmaneH ¢eryc cien 10 r.c., HopmanHaTa
MOp(}oJIOTHS € MOTBBPAeHA exorpad)CKU WK TPU AUPEKTHO U3CIICIBAHE

- EmHo mim moBeue mpeskaeBpeMEeHHN pakIaHus mpean 34 T.C., IBDKAIN e Ha TMPEeKIaMCHs, CKIaMCHS,
IUTAllEHTapHA WHCY(PUIACHIINS.

2. Jlabopamopnu kpumepuu:

2.1. TlonoxuTeseH TyIyCeH aHTUKOATYJIAHT B IJ1a3Ma, B JIBE WJIM TIOBEYE OTACITHH U3CJICIBAHUS B MIEPHOJ
oT 12 ceqmuim

2.2. Tlonoxurenan ACL anTturena ot xinac 1gG unm IgM B TutasMa wim cepyMm, B JIBE WITH TIOBEYE OTACTHH
W3CIIeIBaHuUs B IEPUOJ OT 12 ceaMuIty, upes ctannaptuzupan ELISA meron

2.3. Tlonoxutenuu anti-p2GPI anturena ot kiac 1gG wim IgM B mnasma wiu cepym, B JBE HIH MOBEYE
OTAEITHH U3CIIeABAaHMS B TIEpHOI OT 12 ceqmuny, upe3 cranmaprusupad ELISA meron.




HNmynosoruunu orkjaonenus npu CJIE

CHCTEeMHUSAT JIYIIYC EpUTEMATOIeC € OOJIECTTa C Hali-MHOTO UMYHHHU (DEHOMEHH, HapUUar s OIIE ,,BUTPHHA
Ha aHTHTeaaTa”. V30pocHHWTE MMYHOJIOTHYHM TECTOBE Ca OCHOBHH 3a [HArHO3aTa M HWIIIOCTPUPAT
MOBHIIICHUS] CHHTE3 Ha QHTHTENIa CPEILy Pa3IMHIHN aHTUTCHU.

1. Moaoxureanu LE kiaeTku - ToBa ca cermenrtosiapern geskorutu (Neu) daromurupanu LE macu

2. TIMTonoxuresaen lupus band test LBT (+) — uma 3HaueHue npu ChbMHHUTEIHUTE CIydan; CBETCHE Ha
JepMoenuepMalHaTa rpaHuia Mpyu JUPEeKTHA UMYHO(IyopeceHIHsl, pe3yaTaT OT OT/IaraHe Ha
MMYHHHU KOMILIEKCH, PpaKIUU HA KOMIIJIEeMEHTA

3. TlosoxuTtennu antutena cpeuy nsoinosepmwkaa JTHK (anti-dsDNA), natusna JITHK (anti-
nDNA); uykieozomu (anti-nuclesomes); cpeury ekcTpaxupyemMu HyKJI€apHH aHTUTeHH — SM, SSa
(Ro60), SSb (La), RNP, RibP — mo3uTuBupaT ce HIKOU OT TSAX UM BCHUKH

4. Touoxuteann antudochoaunuauu autureaa — ACL, anti-p2GPI, anti-protrombin, anti-
annexin; Haianuue Ha LAC; nonoxurenex Tect Ha Wasserman

5. TloJi0KUTEJHU AHTHEPUTPO-, JIEBKO-, TPOMOO-aHTUTENA, JUM(POIUTOTOKCUIHH AT

6. TIlogoxutennu anHTuHykJIeapHu aHTHUTEeNa ANA TUTHp > 1:80, BaXkeH € TUIIHT HA CBETECHE NIPH
WHIUPEKTHA UMYHO(IIyOpECLEHIINs, CBbP3aH € C BU/Ia Ha aHTHTEIATa

7. TloJI0KMTEIHUM AHTHXMCTOHOBM aHTHTeJA - cBhp3anu ¢ drug-related lupus

8. Ilonm:keHu ppaxknuu Ha KoMmiemenrta — Cs, Cy4, C14.

HNuTepnperanust Ha cepuiiHu ceposiornynu npomenu npu CJIE
AunTu-dsDNA C3 C4 Hurepnperanus
T 6e3 npoMsiHa 6e3 nmpoMsHa 1 aKTUBHOCT, BEPOSITHA TPOMSIHA B
KIMHUYHOTO ChCTOSIHUE
0e3 mpoMsiHa l ! BEpOSATHO OBOPEYHO aHTaXKUpaHe
l l l BEpOATHO OBOPEYHO aHraXkupaHe
1/6e3 mpomsiHa ) 1 BeposTHo nHdpexius, He0OX0a1UMO €
n3cnensane Ha CYE, CPIT

IIporno3a nmpu 6oannte cbe CJIE: Ts e BaxkHa c oryieqy Ha paHHaTa W KbCHaTa CTpaTerus IO
OTHOIICHHE Ha KOHKPETHUS OOJICH.

IIpu3Hanu, npeacKa3Bamy HeGJIArONPUSTHA MPOTrHO3a

Knunuunu 6enesu

1. Hauaso Ha Gonectra nipeau 20-25 roauiiiHa Bb3pacT.

2. Pa3BuTHEe Ha KIMHUYHU TPOSIBH C HEOJArONpHUATHA MPOTHO3a B MBPBUTE 3 TOAMHU OT HAYaJIOTO HA
Oonecrra.

3. Octpo Havano ¢ eJHOBpeMEeHHO Hanuune Ha 7 i noseue ACR kputepus.

4. bbp3a eBOJIONMS C YECTH MPHUCTHIIM M BUCOKAa aKTHBHOCT, IPH JICYEHHE HE MOXKE Ja Ce JOCTHIHE
KIIMHUYHA PEMUCHS U TIOYTH HUKOTA HE C€ JIOCTUTA UIMYHOJIOTUYHA PEMHCHSL.

Hmynonozuynu 6enesu



1. I[Tepcuctupama xunokoMiieMeHTeMust Ha Cs,

2. lepcuctupama xunokomiuieMenteMus Ha Cs , Ca,

3. YcranossiBane Ha nosumicHn anti-dsSDNA AT u aHTUTea Cpelly eKCTpaXUpyeMy aHTHT€HH B €IHH U
CBII] CEPYM.

4. YcranosiBane Ha noBuiieHu anti-dsSDNA Ar, anturena cpemry eKCTpaxupyeMu aHTHTeHU 1 HUCKu C3
(pakuuy Ha KOMIUIEMEHTA B €JH U ChII CEPYM.

5. YcranoBsiBane Ha A1, Azs, A3, Bs, B21 B renetnunara ¢popmyna.

Ipu3nanu, npeackaspamu 0JIaronpusiTHA NPOrHoO3a

Knunuunu 6enesu

1. Hauano Ha Gonectra cien 40 roguiiHa Bb3pact.

2. IlocTeneHHO HA4ajIo C AbIbI IPEIKINHIYEH NIEPUO.

3. IIpoTruaHeTo e mpUCTBITHO, C J0Ope 0GOPMEHU NPUCTHITH.

4. IlpucTbpnuTe Cca peIKHd W YECTO C€ JOCTHra 10 MbJIHAa KIMHUYHA, TOHSAKOra M J0 MMYHOJOTHYHA
peMucusi.

5. AcouuupaHHTE YCIOXKHEHHS ca pEAKH, MPEeAMMHO BMETHATH HWHTEPKYPEHTHH WHQEKIMA U
0CTEOIoPO3a.

Hmynonozuunu 6enesu

1. Hopmannu HuBa Ha cepyMuus Cs,

2. Hopmannu nuBa Ha cepyMuusi Cs , C4 B €UH U ChLI CEPYM.

3. Paaxo ce ycranossiBar moBuiieHu anti-dSDNA At u aHTuTena cpelly eKCTpaxupyeMu aHTHICHH B
€/IMH U ChII CEPYM.

4. Psanxo ce ycraHoBsiBar mnoBuineHd anti-dSDNA Art, aHTuTena cpelly €KCTpaxupyeMd aHTHICHH U
Hucku C3 (pakiuy Ha KOMIUIEMEHTA B €TUH U ChIIl CEPYM.

5. Paako ce ycranosiBat antudochomunuaan anturena — LAC, ACL, anti-B2GPI Ar.

6. B renernunara gopmyina ce yctaHoBsBat 4ecto A1, Bs; DRa.

7. Yecto e Hamuie xamw1oTuIl A11Bs.

Judepennnanna nuarno3a na CJIE:

1. PeBMaTuuHu 3a00/1s1BaHUS, TPOTHYAIIN ChC CUMITTOMH, 0011H ¢ Te3u npu CJIE.

2. XpoHn4yHH (HeOpUITHA CHCTOSHMUSL.

3. HeommacTuyHu MpoLECH.

4. Acumntoman 60HU ¢ ojoxuteHd ANA.

5. [IppBruyeH aHTHDOCHONMUTTHACH CHHAPOM.

JleueHue npu 60JHU CHC CUCTEMEH JIYIyC epUTEMATO3yC
Iea: [TocTurane Ha KJIMHUYHA U UMYHOJIOTUYHA PEMHUCHS.
JleuenneTo MMa JABe OCHOBHH CTPAaHU: XWTHEHHO-THETHYCH PEXHM W (apMakKoJIOTHYHA Teparusl.
Baxno e u30arsaneTo Ha BCHUKM HOKCH, KOUTO BIIOIIaBar JiymycHata Ooonect. Ha 6omnute cbe CJIE ce
3abpaHsBa:
e 3narane Ha yJaTpaBHoeToBM JibuM (HHAyIMpaT cuare3ara Ha ANA B koxata)
e [lpwiarane Ha BaKCHMHM (KMBU WM YOWUTH, OAKTEpHAIHUTE QaHTUTCHU Ca MOIIEH MHIYKTOp Ha
CHHTE3aTa Ha aHTUHYKJICAPHU M aHTU(POCHOIUIHIHN aHTUTEA)
e MH3non3BaHe HA JKEHCKHU MOJOBH XOPMOHH
e VYnorpe6a Ha HIKOM JeKapcTBa — MCHULWINHY, 1e(alocopuHy, TyOepKyJIOCTaTULH,
cyndonamuau. 3abpanara € OTHOCHUTETHA.



e Jlpyru JekapcTBa, 32 KOMTO € W3BECTHO, Y€ MHAyLUpAaT CHHTe3 Ha aHTuHykieapuu, ACL,
AHTUXMCTOHOBHU aHTHTENA U TPAOBA /1a ce M3II0JI3BaT C MOBHIIEHO BHUMaHue nipu 6omuu cbe CJIE
ca: XuapanasuH, npokauHamui, -Omokepu, Cuprenil, comu Ha 3matoTo M apyru. 3abpaHara e
MHIVBHIyaJIHA U [0 TIPELIeHKA Ha JIeKapsl.
Hpyr BaxkeH MmomeHT nipu GonmHuTe cbe CJIE e HeoOxomumocTTa na ce JieKyBaT (pokamHu WH(EKIH 1
THOWHHIIM, Thii KaTo OAaKTEpUATHUTE aHTUICHH Ca MOILCH MHAYKTOp HAa CHHTE3a Ha aHTHHYKJICapHH
aHTHUTEIA, HIKOU OT aHTUTCHUTE Ca T.HAp. CyIEePaHTHTCHHU.
bpemenHoct, abopt, paxnaHe ca CbOUTHS, KOUTO BJIOIIABAT MPOTHYAHETO HA CUCTEMHHUS JIYITyC
epuremarosyc. [1o Bpeme Ha 1s71aTa OPEMEHHOCT, 1T0 BpEMe Ha U CIIe/l paXkIaHeTo, MallMeHTKaTa TpsoBa
na Ob1ie HaOIIro1aBaHa OT OIMUTEH PEBMATOJIOT.

JlekapcTBa 3a Jjieuenue Ha CJIE:
1. AHTHMAaNapUIIMTE Cce M3IOJI3BAT MPH OOJHU ChC CUCTEMEH JIYIYC epHTEMAaTojieC ¢ JieKa 0 yMepeHa
AKTUBHOCT, WJIM KaTO MOMBIHHUTENHA Teparnus mpu Texku CJIE. YcraHoBeHo e, ge ymoTpebaTa Ha Tasu
rpyma JiekapcTBa HaMallsiBa prCcKa OT PELUANBY NPH OOIHUTE ChC CUCTEMEH JIYILYC.

e Chloroquine (MKB M32.0, M32.1, M32.8) — npenopbuntenna auesHa no3a < 3 mg/kg - 250

Mg/ aHEeBHO.

VYnorpebara na chloroquine e cBbp3ana ¢ pa3BUTHETO Ha MATMEHTA MAKyJIONATHS MMOPAIH OTJIaraHe Ha
MCJIaHMH B PCTHHAJIHHA CIUTCIUWYM, KOXHHU MUIMCHTAMU T-HaAp. TE3aypU3IMO3n (‘-IepHO-Ka(bSIBa
NUIMEHTALUs 10 TPeAHaTa 4acT Ha noxdeapuiuTe). [IurMeHTHaTa MaKy/onaTusi Hajara u3cjieaBaHe Ha
OYHM JbHA HA 3-0 MECEYHU HHTEPBAIH.

2. Hecrepouann nporuBoBb3nanureanu Jjekapcrsa (HCIIBi) — rpyma nexapcrsa, muHxuGHparin
netictBuero Ha nukinookcurenasure (COX-1, COX-2), eH3uMHU KOUTO UMAT KJIFOUYOBA POJIs B CHHTE3aTa
Ha NMPOCTArJIaHIMHU, MEHATOPU C MOIIHO TPOBB3MAIUTEIHO ACHCTBHUE.

HCIIBn ce mnpummarat ycnemiHo mpH KOHCTHTYI[MOHAIHU TIPOSIBU, CEPO3UT, MYCKYIIHO-CKEJIECTHO
aHraxupane (apTput/apTpanruu/mMuanruu) npu 6osHu che CJIE.

Haii-BasxHHTE HEXENaHU CTPAHUYHH PEaKIUK Ca TaCTPOUHTECTHHAIHO KbPBEHE, TYOYIOMHTEPCTUIINATICH
He()PUT U pa3BUTHE HAa TOKCHYEH XEIaTHT.

3. KopTukocreponau — rpymna jiekapcTBa, KOUTO Obp30 MOATUCKAT NPOSBUTE Ha Bh3najeHue. Jlo3ara Ha
KOPTHUKOCTEPOH/Ia C€ ONPE/IENs OT CTelIEHHATa HA aKTUBHOCT:
e Prednisone 5-10 mg AHeBHO WJIM EKBUBAJICHT — IIPH JIeKa JI0 yMEpeHa aKTHBHOCT
e Prednisone 10-30 mg mueBno (0.5 mg/kg/day) wiu exkBHBaJCHT — HPU YMEPEHO TEKKa
aKTHBHOCT
e Prednisone 1 mg/kg/day win eKBUBaJIEHT — IIPH TEXKKA AKTHBHOCT
e Methylprednisolone (MKB M32.1, M32.8)
e [IlyncoBa Tepanmusi ¢ kopTukocrepouan — 3 mopenuu nau o 1000 mg methylprednisolone
MHTpaBeHO3Ha aruiukanus, pa3rBopeH B 250 ml 0,9% NaCl, npunoxen 3a Kparbk NMEpuoOa OT

Bpeme — 30-40 munyTH. KiMHWYHWTE mMOKa3aHMS 3a NPOBEXKIAHE Ha IyJC Tepamusi C
KOPTHKOCTEPOU/IN Ca:

- Jlynycen Hedpur

- Backymur

- Hesponymnyc



- Iynmownwur, 6enoapoben Backyiut, ARDS
- Bucoka o0mia akTHBHOCT
- Kapaur.

4. UmyHoCynpecUBHH JIEKApCTBA — pAa3IMYHU HWMYHOCYIIPECOPH, C DPAa3HOOOPa3HH MEXaHW3MH Ha

JeUCTBUE ce MpuiiaraT Ipu OOJIHU ChC CUCTEMEH JIyIyc eputemarosyc. M300pbT Ha UMyHOCyNpecop ce

OIIpesieNsl OT BOJCIINTE KIMHUYIHH TPOSIBU, aKTHBHOCTTA Ha OOJIECTTa, MPUAPYKABAIINTE 3a00ISIBAHNS,
compliance nHa manueHra.

Azathioprine — 1-2 mg/kg/day

Mycophenolate mofetil — 1-3 gr/day — u3non3sa ce 3a uHIyLMpaHe Ha PEMUCHUS MPH OOJHH C
TyIyceH HedpuT

Methotrexate — 5-25 mg/ceaMu4HO, IPUIOKEH MIEPOPIIHO WM IapeHTEPAIHO (ITOIKOKHO HIIH
MYCKYJTHO)

Leflunomide — mpunara ce B Hacurmamia go3a 3 mopeaun aau mo 100 mg/day, crex xoeto 20
mg/day
Cyclophosphamide — o6ukHOBeHO ce mpuara kato mysc Tepanus B 103a 0.75 — 1 gr/m? B 6-12

MOpeIHN Mecela Ipu CTPOTH KIMHUYHU TIOKa3aHUs: JIyIyceH He(PpPUT, HEBPOIYIYC, BACKYJIUT,
6enonpoben Backymut. [Ipeaxoxma ce ot myic tepamus ¢ Methylprednisolone 8 1 wiu 3 nau.
5. BuosoruyHa Tepanus

Belimumab (MKB M32.1, M32.8) — 6iiokupa pasrBopumust BlyS ctumynarop, kato mo To3u

HAaUYWH HE TMO03BoJisiBa Ha B nuMdonut crumynupamms OpOTEMH Ja Ce CBBPKE CbhC

CHOTBETHUTE PELENTOPH Ha MOBBPXHOCTTa Ha B KieTkuTe, KOeTo BOIM O aHEPTHs WM

arnonTo3a Ha B mumdonurure.

Rituximab

HurpaBeno3Hn umyHor;a00yiamHu - Immunovenin intact ce mpeamnucea B 032 MEXIy

250-500 mg/kg i.v., kaTo Haii-uecTo ce mpwiara B TPH AIUTMKAalWK mpe3 jeH. Haii-uecto

HaOJIoIaBaHUTE CTPAHUYHH MPOSIBU ca TEMIIEpaTypa, MPUAPYKEeHa ¢ BTpHCaHe, II1aBo0ome,

apTPWITUH, MHAITHH. B  exeqHeBHaTa peBMATOJIOTMYHA NPAKTHKA HHTPABEHO3HUTE

UMYHOTJIOOYJTMHY HAMUPAT MPUIOKESHUE TIPH:

- CHCTEMEH JIyITyC epUTEeMaToIeC C BUCOKA UMYHOJIOTHYHA aKTHBHOCT

- CHCTeMEH IIyIyC epHTeMaToAec, MPOTHYaIl C IepeOpPOBACKYIUT, JIyIyCeH HE(PPUT,
BacCKyJIUT W/UIIM aBTOMMYHHA XEMOJIUTHYHA aHEMHUsI, TPOMOOIIUTOTICHUS

- CHCTEMEH JIyIyC epuTeMaTo/iec C MoJyieKan] aHTU(POCHOIUIHICH CHHIPOM

- aHTU(OCHONUIHICH CHHIPOM C MOBTAPSIIH CE CIIOHTAaHHU a0OPTH U HAJIMYHA
OpeMeHHOCT

- CHCTEMEH JIYIyC epUTEeMaTOo3yC C MOBTAPSIIH C€ HH(EKIIUH.

6. JIeKapCTBeHI/I MNPOAYKTHU, KOUTO C€ nMpujaarat mo CneuuaJJTHi KIIMHUYIHHA TIIOKa3aHus:

e Dapsone —50-150 mg/day — npociensiBaT ce HUBa Ha METXEMOTJIOONH
e Thalidomide — 50 mg/day
e Cyclosporine — 5 mg/kg/day — nmpocnensBar ce cepyMHM HUBa

Onucannre NeKapcTBa ce MpHJAraT NpW: TOPHHIHU YIKYCH, TEXKH IMaHWUKYJIWTH, HEKPOTHU3HUPAIIU

BACKYJIUTH, MOJUXOHAPUTH. HpI/I YIOPpUTHU Ha JICUCHUC He(l)pI/ITI/I, IIpu HMMYHOKOMILJICKCHA Ooiect ¢

BHCOKH HMBa Ha IMPKYJIHpaIld HMYHHH KOMIUIEKCH MOXKE J]a ce PWIJIOKH U I1a3Madepesa, pu JUmca
Ha UHQEKIHH.



IIpu neuennero Ha 604HU cbe CJIE Haii-uecTo 10MyCKAHUTE IPELKHU €a:

1. B Ha4a;moTO Ha BCEKU MPUCTBII, IPU U3pa3eHa aKTUBHOCT HE C€ MpUJIara Hy>KHaTa (papMaKoJ0ru4Ha
Tepanus ¥ NPpaBUJIHA 103a.

2. PaHo, o1ie ¢ mppBUTE MPHU3HAIK HA TIO00pPEHKE, ce MOHUKABA J103aTa Ha JIEKapcTBOTO. BaxkHo ¢ na
Cce 3Hae, Ye aKTUBHOTO JICUCHHE Ha €UH MPUCTHII Ha OosiecTTa Tpae Hai-Manko 3-6 mecena. ToBa ¢ Taka,
3aI0TO OeJIe3UTe HAa aKTUBHOCT Ca caMO HaJIBOJIHATA YacT Ha €IuH aiicOepr OT MMYHOJIOTUYHH POMEHU
Y CUHTE3UPaHU aHTHUTENA.

3. Ilpu Bnu3aHe B pemMucusi penuia OOJHU ce YyBCTBAT A00Ope M CHUPAT CAMOBOJIHO MOAIbPHKAIIOTO
JIeYCHHUE.

4. He ce mo3HaBaT B JETAlIN JIEKApCTBaTa M TEXHHUTE HEXellaHU e()eKTH, MOopagll KOeTO Ce JOMycKar
HETPABWJIHN KOMOMHAIIMY MEX/Ty TAX U HCHaBPEMEHEH KOHTPOJI HA CTPAHUYHUTE UM JICHCTBUSI.

HNPOI'PECUBHA CUCTEMHA CKJIEPO3A (mo MKbB kox M34.0)

I. Aepununus:

CucremHara CKJepo3a € KIMHUYHO XETepOreHHa, MYJATUCUCTEMHA, TPOrpecupaiia aBTOMMyHHa
0ojecT, KOSTO C€ XapaKTepu3upa C YBPEKIAaHE HAa MHUKPOIUPKYIANMITa W OTJIaraHe Ha
ChEMHUTEIHATA ThKAH B KOXKaTa W BBTpEIIHUTE OopraHu. KoXKHOTO 3acsrane, Hapu4aHO OIIE
CKJIEpoJiepMa, € Hall-XapakTepHHUs KJIMHWYEH CHUMITOM IIPU CHUCTEMHAaTa CKJepo3a.
Ckuieponepmara ce pas3zielnis Ha 1Beé OCHOBHHM (JOPMH — JIOKaJTU3MpaHa CKIepoiepMa, OrpaHUYeHa
B KOXKaTa U MOJKOXHATa ThKaH U CUCTEMHA CKJIEpO3a, 3acsrauia Kokata 1 BbTPEIIHUTE OpraHHu.
OT cBos cTpaHa, CHCTEMHaTa CKJIepo3a Ce€ pasflens Ha JBa BHJAA - OrpaHHueHa U Audy3Ha.
OrpannueHarta CHCTEMHa CKJepo3a Ce€ TIPOosiBABA ChC CKJIEPOJEPMHUSI TJIAaBHO Ha pBIIE,
MIPEAMUIITHUITHI, [TO-MaJIKO Ha juile u mus. udy3Hara cucremMHa ckiepo3a ce XxapakTepusupa
nudy3Ha KOJKHA CKJIEpO3a U 3acsraHe Ha pa3judHU BHTPEIIHU OPTaHu.

CucremHaTa cKJiepo3a Ce XapakTepusupa ¢ pa3HOOOpa3HH KIMHUYHUA CUMITOMH U CHHIPOMH,
OICcaHu B Ta0amma 1.

Tabauna 1. I1aTo/I0rHYHU NPOSABYU NMPU CHCTEMHA CKJIEpo3a

Koxa Cunapom Ha PeliHo; CKIIepoaKTHIINS; SI3BU TI0 BbpXa Ha MIPHCTUTE;
CKJIEPOCPMUS TI0 KPaWHUII, JTUIIE, IIUS, TOPC; TeJICaHTMeKTa3HH;
KaJIIIUHO3a

Bsut apo6 Bazanna 0enoapooHa Gpudpo3a; OenoapoOHa XUIICPTOHHS

Coprie AputMmun; MuokapHa Gpuopo3a; 3acTolHa ChpAeYHa HEAOCTAThYHOCT

MycKyITHO-CKelIeTeH Aptpurt/aprpanrus, @ubpos3a Ha cyxoxuiad Braranumiia (tendon friction

amapar ribs); craBHM KOHTPAKTYPH; MHOTIATHS

lactponHTeCTHHANIEH E3odaronarus; ThHKOUpEBEH XUITOMOTHIIUTET

TPaKT




broperu

Scleroderma renal crisis ( MalMTHEHa XMIIEPTOHMSA, OBP30IPOrpeCcHpaIa
OBbOpeyYHa HeJJOCTATBYHOCT)

I1. Enugemuosoruga:

[IporpecuBHara cCUCTEMHA CKJIEpO3a € LIUPOKO Pa3IpOCTPaHEHA, KAaTo 110 JIMTEPATYPHU JaHHU Ce
cpema ¢ ygecrota 21.2/1 muH. HaceleHHe. YCTaHOBEHO €, 4e OOMKHOBEHO CE€ pa3BHUBAa BbB

BBb3pacTTa 45-65 roguHu, 3-5 IbTHU 0-YECTO IPU KEHHU.

II1. Imarno3a Ha mporpecMBHATa CUCTEMHA CKJIepo3a:

[[HarH03aTa Ha CHCTEMHaTa CKJIEpO3a C€ OCHOBaBa Ha H3MNBJIBAHECTO Ha OIIPCIACIICH 6p0171

JAUArnHoCTU4YHH KPUTCPHUHU.

IMpe3 2013 rox. ACR/EULAR ny0iukyBaT HOBUTE KIaCU(PUKAIMOHHA KPUTEPHUU NIPU CHCTEMHA

CKJIEpPO3a, KaTO Te3U KPUTCPUH CE€ TPUIaraT U KaTo JUarHocTu4YHu (Tadauma 2).

Ta6auna 2. Knacupuxanuonnu kpurepuu Ha ACR/EULAR (2013) npu cucreMHa cKjiepo3a

Kpurepuii Hoaxpurepuii Score

VIuTbTHeHHE Ha Koxkata (CKiepoaepMusi) Ha - 9
MPBCTHTE HA PBIIETE, MPOCTUPALIO Ce
MPOKCHMAIHO OT MeTaKaprodaraHreaaTHuTe
CTaBU
(mocTaTbueH KpUTEPHii)
VILThTHEHHE Ha KOXKaTa Ha IPHCTHTE Puffy fingers 2
(B3eMa ce BHpeaBH CaMO MO-BHCOKHS CkJ1epoaKTHINS HA IPBCTHTE 4
score) (mucranHO OT MeTakaprodanaHreaTHUTe

CTaBH, HO MMPOKCUMAITHO OT

MPOKCUMATTHUTE UHTEepQaTaHTeaTHH

CTaBH)
Jle3uu 1o BbpXa Ha NPBCTUTE JururajaHu yjanepanuu mo BbpXa Ha 2
(B3eMa ce BHpeIBHI €aMO MO-BHCOKHSI | MPHCTHTE 3
score) ToukoBuanu Oeje3n MO0 BbpPXa Ha

NPBCTHTE
Teneanruexkrazuu - 2
AOHOpPMHA KaITMJISIPOCKOIICKA KapTHHA - 2
[MynmoHanmHa aprepuaiHa XUIMepTOHUS [MynmoHanmHa aprepruaiHa XUIEepTOHHS 2
W/WIIN MHTEpCTHLHANIHA GentogpoOHa Wntepcrunmanto 6enoapodbHo 2
¢ubpoza 3a0oisBaHe
Cunnpom Ha PeiiHo - 3
[TonoxxurenHu ckiaepoiepMa-CBbp3aHu Awnrtunenrpomepun (antu-CENT) AT 3
AHTHHYKJICAPHHU aHTUTEIIa Awnrnrornonsomepasuu (aatu-Scl-70) At 3
(aHTHUIIEHTPOMEPHH, AaHTUTOIIOU30MEPa3HU Amntnrena cpemy PHK mommmvepasza 111 3




(auT-Scl-70), anu-PHK momumepasa Il
(MakcumaJsHus Score e 3)

*Te3u kpumepuu He ca NPUNONHCUMU NPU OOIHU, NPU KOUMO KONCHOMO YNIbMHEHUEe He € 3ACecHAl0
npvemume, KAKmMo u npu 6OIHU CbC CKIEPooepma-nodobuu 3abonasanus (Heghpozenna ckieposupawa
@ubposa, eenepanuzupana mopges, eozuHopuier gacyuum, ouabemua cKkiepooepma, CKiepomMuKceoem,
nopgupus,epumpomuaneus, lichen sclerosis, graft-versus-host disease ).

*Ipu 601U ¢ 06w crop > 9 ce nocmassa OuaAzHO3a CUCEMHA CKAEPO3d.

IV. udepeHunasHa qUar{o3a Ha CHCTEMHATAa CKJeEpPO3a € IIMPOKa M BKIIOYBA TOJISIMO
pazHooOpa3ue OT 3a00JsIBAaHUS W CBHCTOSHUS, KOUTO MPOTHYAT C XPOHUYHO YIUTBTHEHUE Ha
Kokara (Tadamua 3).

Tabmmua 3. AudepeHumajHa JMarHo3a Ha CHCTOSIHUATA, NMPOTHYAIIM € XPOHUYHO KOMKHO
yILTbTHEHHE
CucremHa ckiepo3a 1. OrpannyeHa cuCTEeMHA CKIepo3a
2. JIudysHa cucTeMHa cKiiepo3a
3. [lpunokpuBamy CHHAPOMH
»  Bomect Ha Sharp
»  CucremHa ckiepo3a/IloauMHuo3uT — ,,CKICPOMHO3UT
» CucremHa ckiepo3a/PeBmMaTonseH apTpuT
* CucTeMHa CKIIep03a/CUCTEeMEH JIyIyC epUTeMaToIeC
Jlokanm3upana 1. Mopdes
CKJIepoJepMa 2. JluneapHa ckiepoaepMa
Cxiepenema 1. Cxnepenema Ha Buschke
2. JlnabeTHa cxiepeneMa
3. Ckuepenema npu HOBOPOJICHH
CxiiepoMHKceieM *  }I3BBHKJICTHYHU MYLIMHOBH JICTIO3UTH B KOXKAaTa M BHTPEIIHUTE
opraHu
= Acormupa ce ¢ npoaykius Ha MoHokJoHaaHu 1gG npoTennu
Eozunodmnan 1. EosunoduieH daciuut (mudysen daciuut ¢ eozuHoduims, 6omect
CHHIPOMH ma Schulman)
2. Eo3uHOGWIMSA-MUAITHS CHHAPOM
3. Toxic oil syndrome
MeTtabonuTHu 1. Porphyria cutea tarda
3a00JABaHUsA 2. DeHUIKETOHYpUS
3. Cunapom na Werner
4. Axpomeranus
[IceBnockneponepma = JlokanHa annukauusi Ha BUTaMuH K, 61eOMUIIMH, TETHA301MH
Hedporenna = TIporpecuBHa cuctemHa (pubpo3a mpu O6omuu ¢ end-stage 6rOpeyna
CHCTEMHA CKJIepo3a HEJIOCTATHYHOCT
Chronic  graft-versus =  AJOreHHa TpaHCIUIAaHTAlUA Ha XeMOIOETHYHH CTBOJIOBH KIIETKH
host disease
(GVHD)
Penxu 3abomnsiBanms 1. IlaxumepMONEPHOCTHUT
2. POEMS (monuHeBpomatusi, OpraHoMeraius, €HIOKPHHOIIATHS,
MOHOKJIOHAJIHA FaMaraTHs)




VI. JleyeHue Ha NPOrpecMBHATA CHCTEMHA CKJIEpo3a
[IporpecuBHaTa cuCTeMHa CKJIEpO3a € CUCTEMHO 3a00/IsiBaHe Ha ChEAMHUTEIHATA ThKaH, KOETO
TPYAHO C€ MOJJiIaBa Ha JieueHue. JleyeHueTo mpu CKJIEpoJepMHUsl C€ OCHOBaBa Ha CHUTypHa
JIMarHo3a, OIpeJessiHe MOABUIA Ha TpOrpecHMBHaTa CHUCTEMHAa CKJIepo3a ChOOpa3HO
MMYHOJIOTHYHHS TIPpodu1, CTaaus Ha OOJECTTa, OpraHHUTE TMOJIAKEHUSI, KAKTO W HAJIUYHETO Ha
MPUINIOKPUBAILKA KJIMHUYHU TMposiBU. JIeKapcTBEHUTE CpeacTBa NpPU CUCTEMHA CKIEpo3a
BKJIIOUBAT:

* HMmyHoMonmymaropHa W aHTU(GUOPOTHYHA Tepanvs WIH TOBa ca 00J1eCTOMPOMEeHSIIH

JIEKapPCTBEHU CpeCcTBa

= JlexkapcTBEeHHU CcpeACTBA M3MOJI3BAHU [IPH PA3TUYHUTE OPTAaHHHU MOPAKEHH.

AJITOPUTHM 32 JieueHHe Ha MPOrpecuBHATA CHCTEMHA CKJIEP03a

IlonBup, ctagui

h 4 A 4

HNmyHocynpecuBHa AHTHPUOpOTHYHA
Tepanus Tepanus

OHpeILGJ'I}IHC Ha pUCKa Criopea cCtaausa u
TUIIa CUCTEMHA CKJIEPO3a, KaKTO U

npoduia Ha aHTUTEJIaTa
[TynmonanHa apTepuanHa

XMIIEPTOHHS i
(mpocTanuKINHH,
€HI0TEIMHOBH PelenTOPHH CKpUHUHT 32 BUCLIEPATHH MPOSIBU Penanna kpusa
AHTATOHHCTH, HHXUOUTOPH (ACE unxuburopmu)
Ha docdoauecrepasa-b) ‘A// \\A‘
i l Aptput
Muo3ur (HCIIB#, aHanreTuIm)
(koprukoctepony, I'EPB ®ubdposupaii
MeTOTpeKcar) (MEXMOUTOpH HA AJIBEOJIUT ®eHomen Ha Peiino

IIPOTOHHA MOMIIa) (Cyclophosphamide) (Ca*" anraronncty)

Ipenoprkn Ha EULAR/EUSTAR 3a jledeHne Ha mporpecHBHATa CHCTEMHA CKJIEPO3a.
HpeHOp’BKI/ITe C€ OCHOBaBaT Ha KOM6I/IHaHI/I$I OT J0Ka3aTcjiCTBA, YCTAHOBCHU B IIPOBCIACHU
PaHAOMU3HUPAHU KIMHUYHY IIPOYYBAHUA U IIPUETU KOHCEHCYCH.



I. Ilpennopbku Ha EULAR/EUSTAR npu ckjiepoaepMa-cBbp3aHa BacKyJI0MaTHSI.
1. Cunapowm Ha Peiino

a) Juxuaponupuaunosu Ca’* anTaronuctu

* Nifedipine — nekapcTBo Ha WbpBH U300p; B no3a 3 x 10-20 mg 1o
MakcumaiHa Jo3a ot 30-60 MQ; HamansBa 4ectoTaTa M TEKECTTa H
HUCXCMHUYHHUTEC aTaKu.

b) BeHO3HM U MEpOpaIHH IPOCTAHOM TN

= lloprost — 0.5-2 ng/kg/min undysus B 3-5 mocnenoBareHu THA WK 2
x 50-100pg nepopaiHo NpHIIOKEHHE.

c) Iepudepun BazoamaaTaTopu

Juxunponupuauaopy Ca?* aHTaroHMCTH ca IeKapcTBEHO CPENCTBO HA IIGPBU H300p MHpH
CKJIepoJiepMa-CBbp3aHusd cuHApoM Ha PeitHo. Ilpm Heycmex OT TAXHOTO NPHIIOKEHHE Ce
IIPENOPbYBAT UHTPABEHO3HH IIPOCTAHOUIN.

2. JluruTanHu yauepauuu

a) lloprost — 0.5-2 ng/kg/min urdys3wust B 3-5 mocnexoBaTeIHN THH; YCKOPSBA

037paBSIBAaHETO Ha [AWTUTAIHUTE YIIEpalud, KaKTO W [peanasBa oOT
(dhopMHpPaHETO HA HOBH SI3BHUYKH.

b) Bosentan (MKB M34.0, M34.1, M342, M34.8) — J[BOCH €HJIOTEIMHOB
pelLenTOpeH aHTaroOHUCT; B J103a 2 X 62.5 My AHEeBHO 3a 4 ceaMUIIU, el KOeTOo
2 x 125 mg; npeanasBa OT pa3BUTHETO HA HOBU yJILIEpallUU.

Bosentan ce npenopbuBa npu audy3Ha cCUCTEMHA CKIIEpO3a ¢ JUTUTATHU YILlepaluu, py JHUIca
Ha eeKT OT MPUIOKEHNETO Ha TPOCTAHOUTH.

[Ipenopeku Cuna Ha
npenopbpKara

I. CkJiiepoiepMa-cBbp3aHa THTHTATHA BACKYJIONATHS

MeTa-aHanu3 3a NPUIOKEHUETO HA AUXUAponMpuarHoBr Ca** aHTaromucTu u meta- | A
aHaIn3 3a TMPHIOKEHHeTo Ha BeHo3Hu mpoctranoum. Nifedipine u uHTpaBeHO3HO
npriokenne Ha |l0prost HamansBar yecToTaTa M TEKECTTa HAMCXEMUYHHUTE aTaKu

Huxunporpuauaosn Ca?t  amraronmctu, obuxnoseno Nifedipine, cpenctso nHa
repBH H300p 1pu SSC-cuHApPOM Ha PeifHO, 1 MHTPaBEHO3HU POCTAHOUIN MTPH TEKBK
CHHJIpOM Ha PeifHo, pa3BuJl ce B X0Jla Ha MPOTPECUBHA CUCTEMHA CKJIEp03a

JlBe paHIOMH3UpaHW KIWHUYHMA TPOYYBAHHA JIOKa3BaT, Y€ WHTPABEHO3HUTE | A
NPOCTAaHOMIM, KOHKpeTHO uHTpaBeHo3Hus lloprost, ca edextuBHM mpm
03[IpaBsSIBAHETO HA JAWTHTAIHUTE YJILEPaUuu MpH O0MHU cbc SSC. MHTpaBeHO3HUTE
[IPOCTaHOUIM TPAOBA Ja ce M3IOJI3BAT KaTo CPEJCTBO 3a JICUEHHE Ha AUIMTAIHUTE

yIIepaluu




JIBe pangoMu3npaHW KIWHHUYHU TPOYYBaHHS T0Ka3BaT, dye Bosentan mpeamassa ot | A
Pa3BUTHETO HAa HOBU AWTUTAIHU YIIEpaluu, 0coO0eHO Mpu OOJHH C MHOMXECTBO
SI3BUYKHU T10 OPBCTUTE HA PBIETE

Bosentan TpsOBa ma ce u3mon3Ba npu audy3HA CHCTEMHAa CKJIEpo3a C MHOXECTBO
JUTHTAHA YIIEPALMK, CIe] HEYCHeX OT MpiIokeHuero Ha Ca’’  aHTaroHWCTH u
MPOCTAHOUTU

B Bbarapus cnopea Kpatkara xapakrepucTuka Ha nmpoaykrure (KXII):
I. Cxieponepma-cBbp3aHa BacCKyJ10NaTHS.
1. Cunapowm Ha Peiino

a) JduxumponupuauHoBu Ca’* aHTaroHmcTH — He ca TOKA3aHU 3a JIEYEHME Ha
CKJIEpO/iepMa-CBbp3aH CUHIPOM Ha PeilHo cnopesn KpaTkara XxapakTepUCTHKA
Ha IPOAYKTA.

b) BeHO3HM MPOCTAHOMIN WK MAPCHTEPATHU Ba30ANIATATOPH

» Jlloprost — konuenrpar 3a wuH(py3uoHeH paszreop 1ml/0.027mg;
2ml/0.067mg. IIpunara ce mox ¢popmarta Ha UHTPABEHO3HA UH(Y3US B
no3a 0.5-2 ng/kg/min. Criopen KXII e moka3aHn 3a JiedeHHE HA TEKBK
VHBAJIAIU3UPALL CUHAPOM Ha PeliHo.

c) Ilepudepuu BazoauaaTaTopu

= Naftidrufuril Ta6nerku 50 mg, 100 mg u 200 mg. npenopbsuKUTEIHATA
naeBHa no3a € 300-400 mg 3a nedeHue Ha mepuQEepHH CHIOBU
HapylIEeHUs, Cpel KOUTO U CHUHApPOM Ha PeliHo. JleyeHnero moxe na
npoabku oT 1 10 6 Mecena.

2. JlurutamHu ynuepamuu.

B KpaTKaTa XapaKTCpHUCTHKA Ha ITPOAYKTUTC Ha |IODrOSt u_Bosentan HsaMa TCPAIICBTHUYHO

IOKa3aHUC JUTHUTATHHU YINCPpaIuU ITPpHU MPOrpeCUuBHA CHCTCMHA CKJIEPO34a.

II. Mpenoprkun Ha EULAR/EUSTAR npu ckiepoxrepMa-cBbp3aHa IyJIMOHAJIHA
aprepuaina xunepronus (SSc-PAH).
1. EHAOTEIMHOBH PEIENTOPHU aHTArOHUCTU

a) Bosentan e KOMNETUTHBEH EHIOTEIMHOB PEIENTOPEH aHTaroOHUCT, C JJOKa3aHa
epeKTUBHOCT Ipu OenoipoObHaTa apTepuaiHa XUIepTOHUS, pa3BUBalla ce B X0Ja
Ha IPOrpecuBHA CHUcTeMHa ckieposa. [IpenopbunTtennara qHeBHa j103a € 2 X 62.5
mg 3a 4 ceamuuu, cien koero 2 x 125-250 mg. I[onoOpsiBa dusmueckus
KamaureT, (QYHKIMOHATHHSA KJAc, HAKOM XEMOJWHAMHYHH IIOKa3aTeld |
MPEXUBSIEMOCTTA Ha OOJTHUTE.



b) Sitaxentan e cenektuBeH ETA eHIOTEIMHOB pELENTOPEH AHTArOHUCT.
[Ipenopruntennara qaeBHa go3a 100-300 mg nueHo. IlomoOpsiBa pusnueckus
KamanureT U GpyHKIpoHanHus Kinac Ha PAH.

2. CenextuBHH S-(hocdoarecTepazHu HHXUOUTOPH

a) Sildenafil ¢ cenextuBen pochoauecrepasen HHXHOUTOP, OAOOPEH 3a JICYCHHE Ha
PAH II, III, IV ¢ynknuonanen kmac. B eaHo paHIOMU3MpPAHO KIMHUYHO
mpoy4yBaHe € JoKa3zaHa HeroBara edexktuBHocT mnpu SSC-PAH, karo ce
YCTaHOBSIBA MOAOOpsiBaHE HAa (DU3MUYCCKHS KamanuTeT, (QYHKIMOHAIHUS KJIac U
HSKOU XEMOJWHAMUYHU moka3atenu. [Ipenmoppuntennara qo3a € 3 x 20 mg, 40
mg, 80 mg, karo e mokasan npu 00yiHU 03 JocTaTbueH edekT oT Bosentan.

3. Uurpasenoszen Epoprostenol. Omobper or FDA 3a neuenune Ha Texkka PAH (III, TV
GyHKIMOHANICH KJac), mpwiara ce B mnpoawbkurenHa wuHby3us 2 ng/kg/min.
[TpoTuBomnoka3zan e npu Texka JIK cucronna nuchyHkuus u 6e10apoOeH OTOK.

[Ipenopbku Cuna Ha
npenopbKara

I1. Ckiepoaepma-cBbp3aHa MyJMOHAIHA apTepuaina xunepronus (SSc-PAH)

JIBe paHmOMHU3MpaHM KIMHUYHHM IPOYYBaHMS yCTaHOBsBaT, 4ye Bosentan momoOpssa | A/B
¢du3nueckus KamaureT, QYHKIHOHATHUS K1ac W HIKOW XeMOJAWHAMHUYHU TTOKA3aTelIH.
ITokasan 3a seuenue Ha SSC-PAH

JIBe paHIOMH3MpaHH KJIMHUYHU MPOYYBAHUS yCTaHOBsBaT, ye Sitaxentan momoOpsiBa | A/B
(1)I/I3I/I‘IGCKI/I5[ KamanureT, q)yHKI_[I/IOHaJ'IHI/ISI KJIaC U HAKOU XEMOJAWHAMHUYHU I10Ka3aTCJIN.
CoI10 nokasaH 3a jeuenne Ha SSc-PAH

EnHo paHmoMusupaHo KIMHHYHO Tpoy4BaHe mgokas3Ba, de Sildenafil momoGpsia | A/B
(usryeckus Kamanurer, GYHKIMOHAIHHS KIaC U HIKOW XEMOIMHAMHYHH TTOKA3aTeln
[PH yJIMOHATHA apTEPHAIHA XUIIEPTOHUS

Sildenafil moxe na ce usnomnssa 3a neuenue Ha SSc-PAH

EnHo pannoMu3upaHo KJIMHUYHO MPOY4YBaHE JOKa3Ba, ye MHTpaBeHO3HMs Epoprostenol | A
nono0psBa (pu3nyeckus KamnanuteT, GYHKUUOHAIHUS KJIac U HAKOM XEMOJUHAMUYHU
MoKa3aTely Npy MyJIMOHAIHA apTepranHa xunepTonus. [lokazan npu texxka SSC-PAH

I1. Cxieponepma-cBbp3aHa MyJIMOHAJIHA apTEPHATIHA XUIIEPTOHUSI
1. EHIOTEIMHOBU pPEIeNTOPHU aHTarOHOCTH

a) Bosentan — tabmetku 62.5m g u 125 mg, 3amousa ce 2 x 62.5 Mg 3a 4 ceaMuUIH,
cJie]l KOETO Jio3aTa ce MmoBuiiasa Ha 2 X 125 mg.

2. CenextuBHH S-hocdoarecTepazHu HHXHOUTOPH

a) Sildenafil — ra6bmerku 20 mg. [Ipenoprunrtennara aHeBHa g03a € 3 X 20 mg.




I11. Ipenopbrku na EULAR/EUSTAR 1ipu ckJiepoepMa-cBbP3aH0 KOKHO aHTaKHpaHe
1. Metotrexate. B 1Be paHgoMH3MpaHU KIMHUYHU TPOYYBAHHS € JOKa3aHa
epexTrBHOCTTa HAa MTX 1O OTHOILIEHHWE KOXXKHHUTE MPOSIBH, OLEHEHH 4Ype3 T.Hap.
Rodnan skin score. TToka3zan 3a npuIOKeHHE MPH paHHATa TU(y3HA CKICPOACPMHUSI.
[IpemoppunTennara 103a € 15 mg/ceamuyno.

IIpenopsku Cuna Ha
IpenoppKara

II1. CxiepoaepMa-cBbP3aHO KOKHO aHTasKMpaHe

JBe paHAOMH3HWpaHM KIWHUYHH TpOy4YBaHHs ycTaHoBaBaT, ye MTX momoOpssa | A
KOXHOTO 3acsiraHe mpu OojiHM ¢ paHHa audy3Ha SSC. He ca jqoka3aHu MOJIO0KHUTCITHH
eheKTH BbPXY IPYTH OPTraHHHU MOpaKEHHUE.

Metotrexate ce mpemopbp4Ba 3a JeUeHHWE HA KOXXKHHTE TPOSBH MPU OONHU C paHHA
mudys3Ha popMa Ha CHCTEMHA CKIIepo3a

B Buarapus cnopea KpaTkara xapakrepucTuka Ha npoaykrure (KXII):
II1. CxiepoaepMa-CBbpP3aHO KOKHO AHTAKHPAHe
1. B xpartkara xapaktepuctuka Ha Metotrexate HsiMa TEpaneBTUYHO ITOKAa3aHUE

IIPOrpPECUBHA CUCTEMHA CKJIepo3a. BpIpekn ToBa OCHOBaBailKu ce Ha IPENOPHKUTE Ha
EULAR/EUSTAR Metotrexate ce n3mon3Ba KaTo UMYHOCYIIPECHBHA Teparus Mpu OOTHU
ChC CHCTEMHa CKJIepo3a. B kimHMYHATA MpakTHKa ce 3amousa ¢ jo3a 10-15mg/cenmuano,
C TMOBHILIABaHE Ha Ji03ara ¢ SMQ/CeAMUYHO 10 AOCTHTaHe HAa MacKMMmaiHa 1o3a 25-
30mg/cenmuuno. Edextbr HacThnBa mMexay 2P u 3™ mecen. MTX momoGpsiBa sKin
Score, OLIEHSBAI CTENEHTAa Ha KOXKHO YIUIbTHEHHE, €(EKTUBEH MpU apTPUT, MUO3UT,
pa3BHBaIlld C€ B X0Jla HA CUCTEMHA CKJepo3a. JlekapcTBeHuTe (popmMH, MPUCHCTBAIIM Ha
nazapa ca tabnerku 2.5 mg; 5 mg; 10 mg u ¢nakoHu 3a mapeHTepaaHo npuioxeHue 50
mg/5ml; 1000 mg/10ml.

2. D-penicillamine e ¢ antududpoTnyeH eekt u nokazaHa eheKTUBHOCT BHPXY KOKHOTO
yIUIbTHEHUE TIpH ckiepoaepmus. CHCTeMHaTa CKiIepo3a HE € BKIHOYCHA KaTo
TepaneBTUYHO MMOKa3aHKUE B KpaTKaTa XapakTepHCTHKa Ha mpoaykra. D-penicillamine ue
npuckctBa ¥ B npenopbkute Ha EULAR/EUSTAR 3a nedyeHwe Ha NpOrpecHMBHA
CHCTEMHa CKJIepo3a.

IV. Mpenoprkn Ha EULAR/EUSTAR mnpm ckjepoaepMa-cBbP3aHO HHTEPCTHIIHAIHO
0es10apo0OHO 3a0011BaHe.

1. Cyclophosphamide cbo0Opa3Ho /Be paHAOMH3MpAHW KIMHUYHA TIPOYYBAHHS CE

MpenopbhyBa 3a JeYCHHE Ha MHTEPCTUIIHAIHO O0eoapoOHO 3a00JsBaHe, pa3BUBAIIO CE B

X0Jla Ha TPOTPECHBHA CHCTeMHa cKiiepo3a. [IpemoppunTenHaTa 103a MU MEPOPATHO

npunoxenne e 1-2 Mg/kg/nHeBHO MM MpH TapeHTepanHo mpunoxkerne 600 mg/m? B 6

nopenHn Mecerna. Criex ToBa JICUSHHETO CE€ TPOIBIDKaBa C JAPYr HMYHOCYIIPECOP




Azathioprine 2.5 mg/kg. Cyclophosphamide moBuiaBa ToTanHus BHTAJEH KalalUTET,
dbopcupanusi BUTAJICH KalaluTeT, U MOA00psBa Ka4eCTBOTO HA )KHUBOT MPU TE€3U OOJIHH.
He nonusBa qudysnonnus kanauutet 3a CO.

[Ipenopbku Cwuta Ha
npenopbKara

IV. CkiaepoaepMa-cBbP3aHO HHTEPCTHIMAIHO 0e101P00HO 3200J1IBaHe

JIBe paHmoMu3MpaHu KIMHUYHU TIpOy4YBaHUWs ycraHoBsiBat, ue Cyclophosphamide | A
TpsOBa 1a ce W3MOI3Ba 3a JICUCHHE Ha WHTEPCTHIMAITHO OemompoOHO 3a0oisiBaHe,
Pa3BUIIO CE B X0/1a Ha CUCTEMHA CKJIeP03a, BBIIPEKU HEroBaTa TOKCHYHOCT

IV. CkaepoaepMa-cBbP3aHO HHTEPCTUIIMATHO 0e10p0o0HO 3200 1IBaHe
1. Cnopen kparkata Xxapaktepuctuka Ha npoaykra Cyclophosphamide e mokasan mpu
OO0JHM C BacKyJIUT U HHTepcTUlIMaiIHa OenmonpoOHa (ubposa, ¢pubpo3upali aaBeOTUT
pa3BWIM Ce B XOJa Ha CHCTeMHara ckieposa. Ilpumara ce B mo3a 1-2 mg/kg/aHeBHo.
JlekapcTBeHnTE (OPMH, IPUCHCTBAIIN Ha mMa3zapa ca Tadnerku 50 mg; pmaxonn 200 mg u
500mg nuoduan3at 3a HHXEKITMOHHO MPUIIOKEHHE.

*Cnopen npenopbkure Ha EULAR/EUSTAR apyr umyHOCynpecop, KOWTO ce M3M0JI3Ba
IpU HHTEPCTHLIHAIHOTO OenoapoOHO 3a0onsBaHe TMPH CKICPOACPMHSI TOBa €
Azathioprine. B Hnamara ctpaHa ToBa TEpaleBTHYHO I[OKa3aHHE HE € BKJIIOUCHO B
KpaTKaTa XapakTepucTtuka Ha Azathioprine.

V. Ilpenopbku Ha EULAR/EUSTAR npu ckiieporepmMHa peHaJIHa Kpu3a

[Ipenopeku Cuna Ha
IpernopbKara

V. CkiepoaepMHa peHaJIHa Kpu3a

JlurcBaT paHIOMHU3MpPAaHU KIMHUYHU TIpoyuBaHus, ekcriepture mnpenopbuBar ACE- | C
WHXUOUTOPHTE J1a Ce U3MOJI3BAT 32 JICUEHHE Ha CKIICPOJISpMHA PeHAIHA KpH3a

Yetupn peTPOCHEKTHBHU NPOYYBAHMs 3aKJIIOYBAT, Y€ cTepouaure ca cBbp3aHu c | C
MOBHIIEH PHUCK OT pa3BUTHE Ha CKIEPOJEPMHA peHajlHa Kpusa. bonHuTe Ha
KOpTUKOCTEpOHIM TpsiOBa aa ObJaT BHUMATEIHO MOHHUTOPHPAHU 33 apTEPUATHOTO
HajsiraHe v OpOpedHa QyHKIus

VI. Ipenopsku Ha EULAR/EUSTAR npu ckiaepoaepma-cBbp3aHno 3acsirane Ha TUT

[Ipenoprkn Cuna Ha
npenopbpKara

V. Ckaepoaepma-cBbp3aHo 3acsirane Ha TUT

Bompexkn smncata Ha paHAOMH3WpaHM KIMHWYHM TPOYYBaHWA, eKcrepTtute | B
npenopbuBar PPl (MHXHOMTOPH HA MPOTOHHATA MMOMIIA) 3a MPEBEHIMs OT PAa3BUTHE HA




ractpoesdareaneH pedIrykc, 538U Ha XPaHOIIPOBOJIA M CTPYKTYPH

Bempekn smrcata Ha paHAOMU3HWpAaHH KIMHWYHM TNpoydBaHus, ekcrmepture | C
MpEenophYBaT MPOKUHETUIIM 32 JICUCHUE Ha CKIIEpOJIepMa-CBbpP3aHUTE HApPYIICHUS Ha
MOTHJIUTETA — Tucharus, ractpoe3odareayeH pedayke, NICEBIOOOCTPYKIUS U T.H.

Bwopekn nwmrncara Ha < paHIOMH3UMPAHU KJIMHUYHM TpOy4YBaHWs, ekcrneprture | D
MpernopbyYBaT aHTUOMOTHYHA Tepanus IMpHU ManmadcopOIus, pe3ynTaT oT OakTepuajeH
CBPBXPACTEK

ABTOUMYHHHU MHUO3UTHU (mo MKB xox M33)

I. Je¢pyuunmus:

ABTOMMYHHHMTE MHO3UTH Ca Trpyla CUCTEMHH aBTOMMYHHHU OOJIECTH, XapaKTEpHU3HpAIlU Ce C
XPOHMYHO MYCKYJIHO BBb3MaJIEHUE, PE3yiaTaT OT AKTUBUpPAHE HA KIETHYHMS U XyMOpaJIHUS
UMYHECH OTIOBOp, MMYHOTCHETHYHHM BapHallMM M IO3MTUBHpaHE Ha aBroaHTHTena (AAT) B
cepyma Ha Hsikou 001HM. Hali-001110 aBTOMMYHHUTE MUO3UTH CE MPOSIBABAT C:

= [lporpecupaiia, CAMETpHYHA, IPOKCUMAJIHA MYCKYJIHA CI1a00CT

* JloBHIICHO CEpyMHO HHMBO Ha MYCKYJHHTE €H3uMH — KpeatuH(pocpokunaza (KDK),
nakrtataexuaporenesa (JIIX), anmonasa

*  EnexTpoMuOrpadcKu MpoMeHH

*  CTpyKTYpHM W/WIN BB3NAIUTETHN U3MEHEHEHHS B OMONTAT OT MYCKYJIHA ThKaH

= EkcTpaMyCKylnHM TMpOSIBU C aHTaKMpaHe Ha KoXa, CTaBH, Osa1 Apol, cbple,
racCTPOMHTECTUHAJIEH TPAKT;

II. EnuxemuoJiorus:
ABTOMMYHHUTE MHO3UTH ce cpewmiaT B 2-10 ciayyas Ha 1MJH., ¢ IPEUMYIIECTBEHO 3acsiraHe Ha
KeHCKHs modt 2,5:1. YcraHoBeHO e, 4e B ObJrapckaTa MoIyJsaius 4ecToTaTa Ha JepMaTOMUO3UTa
e 1,09/100 xumn. mymm.

III. luarno3a Ha aBTOMMYHHHTE MUO3UTH:
OnopHu TOYKHM B AMAarHo3aTa Ha aBTOMMYHHHSI MHUO3HT € YyCTaHOBSIBAHETO Ha!

» KJMHMYHA KapTHUHA, MPEJCTaBeHA OT MPOKCHMAaJIHA MYCKYJIHA CIa0OCT WM MYCKYJHA
CJ1ab0CT B PAMEHEH U Ta30B TIOSIC

* VBelWYeHH CEepyMHH HHBA Ha MYCKyJIHHTe eH3uMH (KpeaTuH(pochoKHuHa3a,
JAKTaTACXUAPOTEHE3a, aJ10j1a3a)

»  EnektpoMuorpa)Cku MPOMEHH, TNPEACTaBEHH OT MOJU(a3HH, HUCKOAIUIUTYIHH
aKIUOHHU TOTEHIIMAIH C KbCa MPOIB/KUTEIHOCT, HATMYMUETO Ha CIIOHTaHHA aKTHBHOCT,
MIPOMEHH HACOYBAIM KbM MHOTEHHA YBpea

» Jlo3uTuBUpaHE HA PA3IUYHA MHO3ZUT-CIEIU(PUYHA W MHO3UT-aCOIMUPAHH aHTHUTEIa
(aHTH-CHHTETa3HU aHTUTEIA, BKJIFOUBAIIN aHTHUTENA, HacoueHu cpemty Jo-1, PL-12, PL-7,
EJ, OJ, KS, Zo, Ha anrturenn, antu-SRP, antu-Mi-2, antu-CADM-140, antu-SAE,
aHtu-p155/140, antu-pl40 (antu-CADM-140), antu-p200/100, antu-MJ (antu-NXP-2),
antu-PM/Scl, antu-Ku, antu-snRNP, antu-R060, antn-R052)




* XHUCTOJIOTMYHM TPOMEHH B  MaTepual OT  HANpeyHO-HaOpa3AeH  MYCKYJ,
XapaKTepU3UpalIH ce C Bb3NAINTENCH HHPHUITPAT, CbCTABEH OT MOHOHYKJICAPHH KIICTKH
(mumdonmTr, Makpodaru, IIa3MaTHYHU — KIETKH), MHO(Aarus, HEKPOTHYHH
pabaoMuonnTH, nepudacuukyaapHa aTpoQusi, pereHepaTUBHA IPOMEHH, 3aMECTUTEITHA
¢ubpo3a.

I[narﬂo3aTa Ha aBTOUMYHHUTE MUO3UTH C€ OCHOBaABa Ha U3IILJIBAHETO HaA ONPEIAC/ICH GPOﬁ
AUATHOCTUYIHHU KPUTECPUH.

IV. luarHocTHYHM KPUTEPUM:
Exnu oT chinecTByBalIMTE U IBJITO BpeME M3MOJI3BaHU B KJIMHUYHATA MPAKTUKA KPUTEPUU TPU
aBTOMMYHHHUTE MHO3HUTH ca Te3u Ha Bohan&Peter ot 1975r., KOMTO KpUTEPUU BKIIIOUBAT:

1) CumerpuuHa, IPOKCUMAaIHA MYCKYJIHa c1ab0CT

2) TloBuinaBaHe HA CEPYMHUTE HUBA HA MYCKYJIHUTE CH3UMHU
3) Enexrpomuorpadcku mpoMeHH

4) XuctonoruyHu Oeyie3d XapaKTepU3UpaIld Ce€ C JIereHepaTUBHH, pPEreHepaTHBHU
U3MEHEHHS, HEKpo3a, (aronuro3a W MOHOHYKJIEApeH KIEThYeH WHQWITpaT B
UHTEPCTUIITYMA

5) TunuuHu KOXKHH MPOsABH Tpu JIM, BKIFOUBAI XETHOTPOIIEH 00pHB, manysu Ha Gottron,
cumiroMm Ha Gottron;

V. Iudepenuunaina 1uariosa:

I[nq)epenunamlaTa AMAr"Ho3a Ha MUO3UTUTE € TBBPJC IHUPOKA U BKIIFOYBA:

3a00ss1BaHUsA, KOMTO CHII0 MPOTHYAT C MYCKYJIHA CJ1a00CT

Hesponoruunu 3a0omnsiBanus Myckyaau guctpoduu — myckyinHa auctpodus tun Becker, tun
NosAC-KpaliHUK, (pacMOCKaITyJI0XyMepaiHa TUCTPodust

HepBHo-mMycKkyJiHHE 3a00as1BaHust — Myasthenia gravis,
nceBIOMHAcTEeHeH cuuapomM Tun Eaton-Lambert

IMoJMHEeBpONATHH — OCTPA BH3MAIUTENHA JIEMUCITHHH3UPAIIA
nosnupaaukyaoHeBponarus Tan Guillain-Barre, xporndsu
MOJIMPA/IUKYIOHEBPOIATHI

HeBpoaerenepatuBuu 3a00J1sIBaHUS — JIaTepaTHa aMHOTPOUIHA
ckieposa, [lapkuHcoHOBa OonecT

I[pyl"l/l MHUOIIATHUH — KOHI'CHUTAJIHA ITapaMUOTOHUSA, MUOTOHUYHA
,Z[I/ICTI)O(I)I/ISI, XUIIOKAJIMEMHUYHA U XUIICPKAJIMCMUYHA NICPpUOANYIHA
napainsa

CnuHatHa MyCKYJIHA aTpodus




JlexapCTBO-UHIYIIUPAHU u | JlekapcTBa - cratunu, pudbpartu, Zidovudine, 6apouryparu,
TOKCHYHYM MHOIIATHH MEHHUIIMIaMIH, KopTukocTepouan, Chloroguine, Colchicine, conmn
Ha 371aToTO, anThaenpecanty (SSRI), anTuncuxoruiy,
cyndounamuau, Cyclosporine, Cyclophosphamide, Hydralazine

Toxcnam — aJIKOXOJI, KOKanuH, NCCTUIIUIN

EnnoxkpunHY 1 MeTaOOIUTHH EH0KpUHONATHH — XUTIOTUPEOAUIBM, XUMIEPTUPEOAUIBM,
MHUOTIATHN XUNEPKOPTUIINZBM, XUTIOKOPTUIIUZBM, aKPOMETaIIHS,
XUTOMAPaTHPEOUIBM

E.]]GKTpO.]]l/ITHI(l HAPYWEHUS — XUTTOKAJIMEMUS, XUTICPKAJIIIUEMU L

MeTa00JMTHU HAPYIIEHUS] — KyMYJIATUBHU TJIMKOTEHO3H,
KyMYJaTHBHH MYKOJIUITHI03U, YPEMHUS, YePHOPOOHA
HEJOCTaThYHOCT, NeUIHT Ha BUTamMuH J{, ButamuH E,
Mas1abCOpOIIMOHEH CUHAPOM

Nndexnun Octpu BupycHu uH(eKUUH — TPUI, Maparpui, aJeHOBUPYCH,
KokcakuupycH, Epstein-Barr supyc, Xenarur B, C, HIV

Bakrepunm — cenTudyeH MHO3UT (CTa(UIIOKOKH, CTPENTOKOKH,
Clostridium perfringens), Mycobacterium tuberculosis

IMapa3uru — Toxoplasma, Trichinella, Schistosoma, Cysticercus

B mudepeHnmnanHo-marnocTHUYeH TUIaH TPSOBa Ja ce UMaT MPEABU U PA3IMYHU PEeBMATUIHU
3a00JIIBaHMSI, TPOTUYAIIY C KIIMHWUYHA KapTHHA TI0J00HA Ha Ta3W NMPU MHUO3UTUTE — MYCKYJIHA
c1a0b0CT, MUAJITHH.

Jlpyru peBMaTH4HH 3200/151BAaHUSA, IPOTHYALLU C MYCKYJIHA €J1a00CT, MUAJITHH

CucteMHM 3a00JsIBaHUS HA CucreMeH Jymyc epuTemMaToiec

CheIMHUTENIHATA ThKaH IIporpecuBHa cucTeMHa CKJIepo3a

IpunokpuBamu CHHAPOMH — AaHTHCUHTETA3eH CHHIPOM,
MOJTMMHUO3UT/CKICPOJICPMHUSI CUHIIPOM

BackyauTn, noJiMapTepuuTHC HOT03a

MekoTbKaHHH PEeBMATUYHH Hoaumuaarus peBMaTnka
3a00J1sIBaHUS Pudpomuanrus/Pudposut/MuodacunaneH 001K0B
CHHIPOM

HaﬂﬂH[[pOMl/l‘leH PE€BMATU3IBM

Bb3nanurenno-craBuu 3a0onsiBanusi | boaect Ha Still (cucremna ¢popma Ha peBMaTOMJICH apTPHT)

VI. JleyeHne Ha aBTOMMYHHHUTE MUO3UTH

IlenTa Ha JIeUEHUETO € IOCTUTaHE HA PEMUCHUSA U MAKCUMAJIHO JBJITO BPEME MOAAbPKAHE HA Ta3H
pemucus. Ha wacrosimm eranm Hsima npuetn npernopbku or EULAR (The European League
Against Rheumatism) u ACR (American College of Rheumatology) 3a meuenue Ha
ABTOMMYHHHUTE MHUO3UTH.



1. I'10KOKOPTHUKOUIUTE Cca Tepanus Ha IbPBU U300p B JICUEHUETO HA ABTOMMYHHUTE
MHO3UTH. BbOpeku numncara Ha KOHTPOJUPAHW KIMHUYHM M3MUTBAHUS PA3ITUYHU
aBTopu npeanonaraT, ye ['K ca Hali-epeKTUBHOTO CpeACTBO 3a JieUueHUE Ha
JIEPMaTOMHUO3UT U moJimMuo3uT. Hawannarta no3a u nbTa Ha npuiarane Ha ['K ce
ompenens OT TeXecTra Ha 3aboisgBaHeTo W Opost (PakTOpH, CBBP3aHU C JIOIIA
nporuo3a Ha Oosectra. Hali-uecTo B KIMHMYHATa TNpakTHKa ce 3amo4yBa ¢ 1-2
mg/kg/mueBHo. B ciiyuauTe Ha TEKBK MHO3UT, NMPH HAJIMYKUETO Ha OCIOAPOOHH,
CbPJIEYHU U TACTPOMHTECTHMHAIHM MpOsBM ce mpuiara mnyinc tepanua ¢ ['K
1g/nHeBHo/BeHO3HO B TpH mocienoBarenHd gHH. Cropea KIMHUYHHS —OIMUT
mbpBoHavanHara go3a I'K ot 1-2 mg/kg/mueBHo TpsibBa 1a ce mpuiara mone 1 mecern
WIK 70 HOpMaJlu3MpaHe CTOMHOCTUTE Ha KpeaTuHpochokuHazaTa, ciell KOETO ce
HamassiBa jo3ara Ha ['K ¢ 25% Mecedno no mocturane Ha moyrbpikaiia jgo3a ot 5-10
mg/aaeBHo. [lpoabmkurenHocTra Ha momabpxkamara 'K Tepamus ce ompexmens
WHIVBUIYATHO, KaTO CIIOPE]l HIKOW aBTOpH TpsiOBa Ja ce MPOJBIDKU MOHE 6 Mecena
clie]l TIOCTUTaHe Ha KIMHUYHA PEMUCHS.

* Methyprednisolone (MKB M33.0, M33.1). Ciopen KpaTkaTa XapaKTEpUCTHKa Ha
npoaykta Metheylprednisolone e moka3san 3a jieueHne Ha KOJIareHO3U, KOHKPETHO
CHCTEMEH JepPMaTOMHO3UT, 10 BpeMe Ha eK3amepOanusi Wid KaTo MOAIbPKaIIo
neuenue. JlekapcTBeHuTe GopMH, IPUCHCTBAIIM Ha MTa3apa B HAIlaTa CTpaHa ca:

- amMnynu ¢ 1noduin3aT 3a MHXXEKIHOoHeH pa3TBop — 6.31 mg; 15.78 mg; 40 mg;
125 mg; 250 mg; Tabnerku 4 mg;

* Prednisolone. Criopen kparkara xapakTepucTHKa Ha mpoaykrta Prednisolone e
MOKa3aH 3a JICUCHHEe Ha CUCTEMHH 3a00JISIBaHUS HA ChEJMHUTEIIHATA ThKaH, CPeJl
KOMTO M MHO3HMTUTE — MOJMMHUO3UT M JepMaToMuo3ut. Prednisolone mpucscTBa
Ha masapa rnoj ¢popmara Ha: TabJIeTKH 5 Mg

= Dexamethasone (Prednosolone F). Cnopen kpaTkata xapakT€pHCTHKa Ha
nponykra Dezamethasone e mokasaH 3a JieYeHHUE HA CUCTEMHH 3a00JSIBAHUS HA
CbCANMHUTCIIHATA TbKaH, CpPE€a KOUTO W MHO3UTHTC — TOJUMHO3UT U
JepMaTOMHO3UT. JlekapcTBeHHTEe (opMHU, MPUCHCTBAIIM Ha Ia3apa B HallaTa
cTpaHa ca: Tabnerku 0.5 mg

= Prednisone (Dehydrocortisone). Cropex Kparkarta XapaKTEpHUCTHKa Ha
npoaykta Prednisone e mokasaH 3a JicueHHE Ha CHCTEMHH 3a00JIIBaHUS Ha
ChEJMHUTEHATA TbKaH, CpeJ KOWTO ¥ MHO3MTHTE — MOJHUMHUO3HMT |
nepmatoMuo3uT. Prednisone mpuchcTBa Ha masapa moj gopMara Ha: TabIeTKH 5
mg

2. HmyHocynpecMBHH CpeIcTBa



[lpunaraHeto Ha WMYHOCYIPECUBHH CpEJICTBA IIEM IIOCTHTAaHE Ha MO-T00Bp
TEpareBTUYEH OTIOBOp M HaMalliBaHE Ha CTPAaHUYHU CQPEKTH TNPUYUHEHH OT
KOPTUKOCTEPOUJINTE.
= Metotrexate e umyHOCyIpecop Ha MOBPBU K300p mpu OOJHU C ABTOUMYHCH
Muo3ut. EQexTsT HacTenBa Mexay 27" u 3™ mecen. B kiumHUYHATA IPAaKTHKA ce
3amoyBa ¢ no3a 10-15mg/cenmuyno, ¢ TOBHIIaBaHE HA J03aTa ¢ SMQ/CeIMUIHO
70 JIOCTUTaHE Ha MacKuMaiHa nao3a 25-30mg/cenmuuno. EdexTuBHOCTTa Ha
MeTtoTpekcar cpex OONHHM C aBTOMMYHEH MHO3HT € JJOKa3aHa B KOHTPOJIMPAHU
KIMHAYHK TIpOyYBaHWs. B Hamara cTpaHa CHUCTEMHUTE 3a00JsiBaHUsI Ha
ChCIMHHUTEIHATA ThKaH, KOHKPETHO aBTOMMYHHUTEC MHO3UTH, HE Ca BKJIIOYCHU
KaTo TEPaNeBTUYHO MMOKa3aHUE B KpaTKaTa XapaKTepucTuka Ha mpoaykra. MTX
MPUCHCTBA Ha ma3apa mox Gopmara Ha: Tadbnerku 2.5 mg; 5 mg; 10 mg; pnaxonn
3a mapenTepanto npuioxenne 50 mg/sml; 1000 mg/10ml

= Azathioprine e edexTHBeH MPU KOPTUKOCTEPOUA-PE3UCTEHTHH OOTHH C MHO3UT,
KaTo OTrOBOPBT HACTHIIBA M0-0aBHO B CpaBHEHHE C MpuiiokeHHeTo Ha MTX.
lueBHata edextuBHa go03a ¢ 150-200mg/mueBHo. EdexktuBHOCTTA Ha
Asatuonpus cpe O0JHM C aBTOMMYHEH MHO3MUT € J0Ka3aHa B KOHTPOJIMpaHU
KIMHUYHU TpoyuyBaHus. B Hamara crpaHa cucteMHUTe 3a00JiiBaHHS Ha
CbEIMHUTENHATA TbhKAaH, KOHKPETHO TMOJMMHO3UTH, Ca BKJIIOYEHH Karo
TeparneBTHUYHO MMOKa3aHHe B KpaTKaTa XapaKTepUCTHKA Ha MPOAYKTa A3aTHONPHUH.
[IpenoppuntenHara aHeBHA go3a € Mmexay 1-3 mg/kg/aueBHo. Asatuornpux
MPUCHCTBA Ha Ma3apa mox ¢popmara Ha: Tadnerku 50 mg

=  Mycophenolate mofetil e npunaran npu manku rpynu 6oiau ¢ I'K pesucrenten
MOJIMMHO3UT/IEPMaTOMHO3UT, Cle HEyclex OT TepamusTa ¢ mMetotrexate wu
azathioprine. 3amouBa ce aBa mMbTH AHEBHO 1Mo 500mMQ, ciiex KOeTo jgo3ara ce
MoMIllaBa Ha 2 MbTU JHEBHO mo lgr wim 2 gr. B Hamara crpaHa CHUCTEMHUTE
3a00JISIBAHYSI HA ChEIMHUTEIHATA ThKaH, KOHKPETHO aBTOMMYHHHUTE MUO3HTH, HE
ca BKIIOUEHH KaTO TEPANeBTHMYHO MOKA3aHWE B KpaTKara XapaKTepHCTHKA Ha
nponykra Ha mycophenolate mofetil. Mycophenolate mofetil e na nasapa mox
¢dopmara Ha Tabnetku 250 mg; 500 mg

= Cyclophosphamide e edekTuBeH npu OOJHU ¢ BACKYJUT W HHTEPCTHIIMATHO
OenoapoOHO 3a00msBaHe, Pa3BWIM C€ B XOJ[a HA aBTOMMYHHUS MUO3HT. [Ipunara
ce B 103a 1-2 mg/kg/nueBHO M 600 MQY/M? BEHO3HO B eXKEMECEUHH ITyJICOBE, 32
6 mecena. B Hamiarta crpaHa CHCTEMHHMTE 3a0O0JIIBaHUS HA ChEIUHHUTEIIHATA
ThKaH, KOHKPETHO aBTOUMYHHUTE MHO3UTH, HE Ca BKJIFOUCHH KATO TEPANEBTHYHO
NOKa3aHWe B KpaTKaTa xapakTepucThka Ha mpoaykra Ha Cyclophosphamide.
Cyclophosphamide mpuchcTBa Ha Hamus masap moja Gopmara Ha: TabmeTku 50
mg, ¢pakonu 200 mg; 500 mg nuodunn3ar 3a HHKEKIIMOHEH Pa3TBOP.



= Hydroxychloroquine, Chloroquine. B koHTpoipaHy KIXHHYHHA [IPOYYBAHHS €
J0Ka3aHa e(QEeKTUBHOCTTa MPH OOJHH C JEPMATOMHO3HUT, TYMOP-acOIMHUPaH
JI€PMAaTOMHO3UT, KAKTO ¥ MPH MAIMEHTH C ICPMATOMHUO3UT 0€3 MHO3UT WK CaMO
HaJIMYME HA TUNUYHU KOXHU Jie3uH, 0e3 MyckymHa cinaboct. B bwirapus e
peructpupan Chloroquine, xato B kparkara xapakTepHCTHKa Ha MPOAYKTa HE €
BKJIFOUCH aBTOMMYHHHUSI MHO3HUT KaTO TEPANEBTUYHO MMOKa3aHHUE.

3. buonornyna tepamusi. UntpaBenosnure umyHoriaodoyaunu (IVIG) cpabpxkar
lgG At ot Bcuuku cyOkmacoBe. Onmcanu ca J1Ba OCHOBHM MEXaHU3Ma Ha JieiiCTBHE:
oOpasyBaHe Ha WAMOTHII-AHTHUIUOTHUIIHH MpPEXH M OCBHIIECTBABAHE Ha T.HAp.
oOpaTHa BpB3Ka, IIPH KOATO Ce MHXHOMpa curHaia B B kieTkuTe, ype3 moTHCKaHe Ha
Fc penenropa (FCR), koiito B3ammozeiictBa ¢ FC ¢parmenta na At B IVIG. Karo
pe3yaTar ce NOCTUra MHXUOUWpaHe aKTMBMPAHETO HAa KOMIUIEMEHTa, KOETO OT CBOSA
crpaHa HamamsBa HuBata Ha C5b-C9 memOpano-aTakyBaiiusi KOMILICKC,
PECIIEKTUBHO OTJaraHeTo My B KalMJISPUTE — OCHOBEH NATOI€HETHYEH MEXaHU3bM
IIpU AEpMaTOMHO3HUTA.

B uscienBanure cepur OT GOJHU Ca MPHJIaraHd Pas3jIMYHU JO30BU PEKHUMH — MEKY
400 mg/kg/aueBno mo 2 g/kg/nueBHO.

B kparkaTa XxapakTepuCTHKa Ha ITPOJYKTa aBTOMMYHHHUST MHO3UT HE € BKIIIOYEH KaTo
TEpPAIeBTUYHO TIOKa3aHMHE.

4. HedapmakojaormyHuTe CpeacTBa Ha JICUEHUE BKIIIOUBAT OOydyeHUE HAa OOJHUS U
pexabunuranus. PexaOunuranyoHHata mporpaMa ce Ompeaens Bb3 OCHOBA
KIMHUYHUSL CTaJud M TeXecTTa Ha 3aboiisiBaHeTo. TepameBTUYHHAT MOAXOJ] Ce
ofpeziesisi OT CTENEeHTa Ha 00JIeCTHA aKTUBHOCT U CTETNIEHTa HAa ThKaHHO YBPEXK/IaHe.

JlekapCTBeHH CpejicTBa, C Jl0Ka3zaHa E€QEKTUBHOCT MpPU AaBTOMMYHHHMTE MMO3UTH, IbT Ha
MIPUIIOKEHNE U JJO30B PEKUM

JlekapcrBenu npoayktu | IIsT Ha npujoKeHue Jo30B pexum
Prednisone Iepopanto i Benosno | 0.75 — 1 mg/kg/muerro
MIPHUIIOKEHHUE
Methylprednisolone IMepopanuo wiu BeHozHo | 0.75 — 1 mg/kg/nueBHo
MPUIIOKECHHUE
BeHno3Ho npunoxeHue lgr 8 100 ml canuHeH pa3TBop, MPUIIOKESH
3a 1-2h B 3 mopeaau 1HU
Azathioprine Iepopanuo mpunoxxkenue | 2-3 mg/Kg/nHeBHO, eTHOKpaTHA J103a
Metotrexate Iepopanuo mpunoxxkenue | 7.5-20 mg/ceqMuyHO, MPUIOKEH SITUH BT

B ceaMuIaTa

MyCKyJIHO IPUIIOKECHHUE 20-50 mg/ceamMuyHO, MPUIOKEH STHH BT
B CeJIMMIIATA

Cyclophosphamide Iepopanto mpunoxkenne | 1.5 — 2 mg/kg/nueBHO
Benosno npunoxenue 600 mg/m?/mMecedno B 6 TIOpEHU Mecela




Mycophenolate mofetil 1 - 1.5 gr/aneBHO, NPUIIOKEH 1B IBTH

JTHEBHO

IlepopanHo npuiioxeHue

HNHTpaBeHO3HU BeHnosHo npunoxeHue 2 gr/kg, nmpuoskeH 3a 2-5 aHU, €
HMYHOTJIOOYJIMHHA MOBTApsIHE HA Kypca Ha BCeKH 4-8 cenMuIu
*Rituximab BeHno3no npunoxenne 750 mg/m? na 1 u 14 nen, karo Kypca

MOJKE J1a € MOBTOpH Ha 6-9 Meceln

*TIpuiiarad B MaJK CEPUH OT OOJTHH.

CUCTEMHHU BACKYJIMTU

I. dedunnmus

CucremMHuTe BACKYJIUTUTC Ca XCTCPOICHHA TIpylla KIMHUYHU
XapaKTCPHUCTHKA BB3IAJICHUEC HAa CbA0BATa CTCHA. ITocneauuuTe OT TOBA Bh3IAJICHUE Ca ChI0OBA

CUHIAPOMHU C OCHOBHAa
OKJIY3Us U ACCTPYKLUA, C UCXCMUA U YBPCIKIAAHC HAa TbKAHUTC U OpraHUTC, C UJIN 0e3 PasBUTHUC
Ha oOpraHHa HCEAOCTAaTbYHOCT. PaznnuaBar ce 3HAYMTEIIHO MO CBOSTA €THUOIIaTOICHE3a, II0
KIIMHUYHATa CU KapTUHAa U IIPOIrHo3a. Ha171-o61110 CC pasaciiT Ha:

* nvpeuynu (MAUOMATUYHU) U émopuynu (TPOsSBa HA JPYro OCHOBHO 3a00JIsIBAHE WIIU
acoIMKMpaHy ¢ MHQPEKIMK, ynorpeda Ha JIeKapcTBa WM €KCIIO3HIIMS Ha PYTH XUMUYHU arcHTH)

* JIOKAIU3UpAaHU B €IUH OPTaH WU ChJl, HO TI0-YECTO Ca 2eHePanUUPAHU(CUCEMHU).

JIHeC ChIIECTBYBaT MHOTO KJACH(PUKANMH Ha BaCKYJIMTHTE, HO IMOPaaH HEIOCTATHYHOTO
MO3HaHWE Ha €THJIOTHATA M MaToreHe3ara BCE OIIe JIMICBA TaKaBa, YIOBICTBOPSBAIA BCHUKH
M3UCKBaHWA. EJIHM OT Hal-ONyIsipHUTE KiacH(UKAIMA Ce OCHOBaBaT Ha pa3Mepa Ha
3aCerHaTUTE ChIOBE, HA 0COOEHOCTHTE B XHCTOMATOIOTUATA, KIMHHIHUTE OCOOEHOCTH, KAaKTO 1
Ha [bpBUYHKM M BTOopuyHHM. OduinanHaTa W Haii-uecTo m3mon3BaHa ¢ Tasu Ha Chapel Hill
Consensus Conference ot 1994 roauna:

Pasmep Ha cpaoBeTE

[TepBUYHN

Bropuunu

I'onemu aprepun
(aopra 1 HEWHUTE KJIOHOBE KbM
KpalHUIM, TJIaBa U [IH)

I'uranTokneThYeH apTepUUT
Aprepunt Ha Takascy

Aoptut acorunpan ¢ PA,
nHpeknuu (cudummc,
TyOepKyJ103a)

Cpennu aprepun
(TMaBHUM BHCLIEPATHU apTEPHH)

Kiacuuecku PAN
Bonect na Kawazaki

XenatuT B acouunupan
MOJIMAPTEPUUTUC HOLO03a

Marnku 1 cpeiHH apTepun

I'panynomarosa na Wegener
Cunapom Ha Churg-Strauss
MHUKpPOCKOIICKH MOJTMAHTUUT
Tpombanruut

Backynut npu RA, SLE, PSS
JlexapcrBa
Nudexm (HIV)

Majku cplioBe
(BeHyNH, KamAJISIpH, apTEPUOIIH,
HWHTPANAPEHXUMHU apTEPUATHU

Henoch-Schonlein purpura
Kpuornobynnaemnyen

JlexapcrBa
Xenatut C nHdpexnns
Heonnazmu




Pa3KJIOHCHHUS) BaCKYJIHAT

Koxen

JICBKOITUTOKJIA3UYCH BACKYJIUT
CMmeceHa eceHITnaIHa
KPHOTJIOOYTHHEMUS

I1. BackyJuTH Ha rojieMUuTe ChJ10Be

KbM Ta3u rpyma cnagat ABe HO30JOTHYHHU €IUHHIIM TMTAaHTOKJIETHUHUAT apTepuuT (O0ecT Ha
Horton) u aprepuut Ha Takayasu. Te 3acsiraT roJieMu ¥ CpEIHH IO TOJEMUHA ChJOBE, OCHOBHO
aoprara M HEMHWUTE IVIABHU KJIOHOBE, KJIIOHOBETE Ha IVIaBaTa WU NOPHUTE KPaWHUIH, HO CBIIO
Taka U KOPOHApHUTE U OenoapoOHuTe aprepun. Mexay TAX ChIIECTBYBAT PAa3INUMs, OTHACSIIH
ce JI0 Bb3pacTTa Ha OOJIHUTE, NPEAUIECKIUATA HA ChJA0BOTO YBPEXKAaHe, KIMHUYHUTE [IPOSBU.

I'uranTokiaernpueH aprepuut (bosecr na Horton)

['uranroknerpunusat aprepuut (bomect Ha Horton, GCA) e apTepuut Ha aopTara W IJIaBHUTE i
KJIOHOBE, OOMKHOBEHO T'PaHyJIOMaTO3€H, C MPEIWICKIHUS KbM EKCTPAaKpaHUATHUTE KJIOHOBE Ha
KApOTUJIHUTE apTepuu M BepTeOpasHuTe apTrepuu. YecTo 3acsira TEMIIOPAIHUTE apTEpHH.
Havanoro o6uuaiiHo e mnpu nanueHTH Haa S50 roAMHM M € acoUMHUpPaHO C peBMaTU4YHA
nomumuanrus (PMR), kolTo mpencTaBisiBa KJIMHUYEH CHHIPOM Ha 0OJKa U CKOBAaHOCT B
pameHeH u Ta3oB mnosic. Moxe na uma PMR u 6e3 nannunero Ha GCA. PasnpocTpanenuero Ha
OoJiecTTa HApacTBa ¢ Bb3PACTTA.

Haii-uecto ce manudectupa mexnay 65 um 75 roguHu, Kato *eHuUTe OOseqyBaT JBa IbTU IO-
yecrto. Haif-ronsima e uectorata B CeBepHa EBpona u no CpenuzemHomopueto (20-30 60101 Ha
100 000 nacenenwue).

JlnarHosara ce moctaBs cropen kinacudukanuonHute kpurepun Ha ACR (1990r), kato ca
HE0OXO0IMMU TIOHE 3 KpUTEpHUs:

* Bn3pact >50 ros.
» HoBOBB3HHMKHAIIO TI1aBO0OOIIHE

* Bonka ¥ 9yBCTBUTEIIHOCT B TEMITpAJTHATA apTEPHUS
* CYE >50 mmM.
* XHCTOJIOTUYHO BepUPHUITUPAHE HA IMArHO3aTa

3a mocTaBsHE Ha JMarHo3aTa ce M3MOJ3BaT pPa3IMYHM OOpa3HM U3CIEBAaHHUS C BHUCOKa
CEeH3UTHBHOCT M  CIHEHU(HUYHOCT: MArHUTHOPE30HAHCHO M3CIEIBaHE C KOHTPAacT Ha
TEMIIOpaJIHaTa  apTepus, auruorpaduss ~ Ha  aopTHaTa  JABra | KIJIOHOBETE,
KOMITIOThpHOTOMOTpadckata anruorpadus. B maoro ot cmydaurte Jlomep ynrpaconorpadusra
CBHII0 MOXe Ja Ob/ie HHPOPMAaTHUBHA.



Jleuenue

TepaHeBTI/I‘IHI/IH IIoAXOJd BKIKOYBA AJITOPUTHM Ha IMOBEACHHUEC IIPHU T'MI'aHTOKJICTHYHUA apTCPHUUT
(TKA):

AJITOPUTHM Ha NOBe/leHHe MPU ruranTokjaersunus aprepunt ('KA) na Horton:

KinrouoBY KIIMHUYHU MIPOSIBH:
e  HoBormosBuIIO ce 0CcTpO ri1aBodoIHe
Bonesnenoct Ha ckanmna
Knaynukaiuo Ha J0JIHATa YeOCT
3pHUTEeNHI HAPYIICHHSI, TUTLIOMHS
CuMITOMH, XapaKTEPHH 3a MOJUMHUAIITHS PEBMATHKA
YrsTHeHHE, O0JIE3HEHOCT 10 X01a Ha a. temporalis
superficialis
J

3anoyBaHe Ha KOPTUKOCTEPOHTHO JICUEHHUE:

e Heycnoxuernu cmydan — 40 mg prednisolone (6e3
3PUTEITHN HAPYIICHUS I KIIAyAUKaLlUo Ha JOJTHA
YEJTFOCT)

e  VYcinoxHeHH cirydan - 60 mg prednisolone (3purenHn
HapyLICHHS, KJIayJUKaIHo Ha JOJHA YEIOCT)

e  Aspirin 75 mg/qHEeBHO ¥ PH JIBETE IPYIIH, aKO HE €
MPOTUBONOKA3aH

bonnus ce Hacousa 3a.
e buoncus Ha a. temporalis superficialis
e  HeBpo-o(TaiMoIOrHYHO U3CIIEABaHE

/ T~

(+) pesynrat ot 6uoncus (-) pesynrar ot Guorncus

Teparmﬂ 3a npeArna3BaHe Ha KOCTUTC

2

IMocTeneHHo HAMAJISABAHE [103aTa Habmoznenue ot Hadmonenue ot

Ha KOPTUKOCTEPOUA CIIE cnenuaamncr crnequaIncT

MIOCTUTaHe Ha KOHTPOII HA e Kymuuunu nannn e  KimHn4Hu naHHH
0oJjiecTTa BHUCOKO CYCIICKTHH HHUCKO CYCIICKTHH
MoHuTOpHpaHe Ha: e V3/l-nannu 3a 'KA e  ATUNUYHM KIMHUYHH
BonecTHaTa akTHBHOCT — pelarcy, e  VYCIOXHEHUS, MIPOSIBU

3acsraHe Ha rojJeMu KpbBOHOCHM XapaKTEpHHU 3a I'KA e  VYcTaHOBsBaHE Ha
CBIOBE (mpeneH ucxeMudeH JIPYTH TIPUYKHHY,
VYcaoxHeHUsITa, CBbP3aHU ¢ ONTHYEH HEBPUT) 00sICHSABAIIN
KOPTUKOCTEPOUIHATA TEPAITUs KIIMHHYHHATE TPOSIBH

(moBUMIIEHHE HA TETJIOTO,

(¢ pakTypH, MOBUIIEHO KPHBHO
HaJIATaHe, MHCYJTHHOBA Jlexysar ce xaxTo mpH (+) HamaisBa ce no3ara Ha
PE3UCTEHTHOCT, KaTapaKTa, KopTukocTepouaute ( Ha 2
TJIayKoMa, NOBUILICHU JIUITUIN B pesylrar ot Groncus CellMI/IHI/I)

cepyMa, KO’KHHU IIPOMEHH) JlekyBa ce alTepHaTUBHOTO
3a0omsBaHe




1. KopTukocrepounau

OcHOBHO CpCACTBO 3a JICHCHHUC IIPpHU BACKYJIUTUTC Ha TIOJCMUTC CHAOBC M PCBMAaTUYHATA
MMOoJIMMUAJITUA Ca KOPTUKOCTCPOUAUTC. CUMIITOMHUTE OOMKHOBEHO 3aIl04BaT Ja CC IIOBJIMABAT
OTUEeTIUBO 3-4 JHU CJICI 3all04YBAHC Ha TCpaIrusiTa.

[Tpu Heycnoxenu ciaydan (06e3 3pUTEIIHE HApYLICHUS U KJIAyUKaLMO Ha JIOJIHA YEJII0CT) 03aTa
Ha rimokopTukoctepoumute ¢ 0,75-1 mg/kg B mpoawsmkeHue 4 ceMUIM, el KOETO 103ara ce
HaMaJisiBa IOCTENIEHHO CIOpE CTOMHOCTUTE Ha IMPOBB3NAIUTEIHUTE TOKA3aTENN U KIMHUYHNUTE
IIPOSIBU.

3a pe€BMaTndHaTa IOoJUMHAITIUd HadaJlHaTa 1034 00MKHOBEHO € mo-Hucka 20-40 Mg JHEBHO.

[TaneHTUTE CHC CHAOBU YCIIOKHEHHS 3allouBaT JICUCHHETO C mMo-Bucoku no3u 100-120 mg
methylprednisolone (MKb M30.0) u nync tepanus c¢ methylprednisolone 1 g B 3
[I0CJIeIOBATEIHU JHHU, CJIE/l KOETO €KEMECEUHO.

[IpoabmKUTEIHOCTTa HA JICYCHUETO € OKOJIO 2-3 TOAWHHU, KaTo MEXay 25-65% momydaBat
penarncu cies ciiupane Ha ['K nedenue.

Axo HIMa IIPOTHUBOIIOKA3aHUA CE€ MPEIOPBHUBA ITPUTOKEHUCTO HA HUCKA 1034 aCIIMPHH OT 75 mg
AHCBHO KATO aHTHAI'PETaHTHO CPCACTBO, CI/IFHI/I(l)I/IKaHTHO HaMaJIsiBa 3pUTCIIHUTC CMYIICHUS.

2. ImyHocynpecuBHA Tepanusi

Ot BcHuKHTE UMYyHOCYyMpecopu OnarompusaTeH edekT e mokazan camo MTX B go3a 15-25 mg
cenMuyHO. EdexkThT € ymepeH, HO Momara Karto aJloBaHTHA Tepamnus 3a HamallsBaHe Ha
YECTOTaTa Ha CBBP3AHUTE C TIIFOKOPTUKOUTHOTO JICUSHUE YCIOKHEHUS.

Pesynrarute or omutute na ce KoHTpoiupa Ooiectra ¢ anti-TNF nexapcrsa (Infliximab,
Etanercept, Adalimumab) ca cunHO mpoTHBOpPEUNBY U MMOBEYETO MOKA3BAT JIMIICA HA €EKT.

Pesynrature OT ABE HEOTHABHAIIHU PaHIOMH3HPAaHU, JBOHHO-CJIEIH, TUIAe00 KOHTPOJIMPAHU
NPOYYBAHUsI C AHTH-MHTEPICBKHH-O MOHOKIOHATHOTO aHTHTsuio ToOCilizumab mnokassar, ue
Tocilizumab e epukacen 3a nHAYKIMS ¥ OIBPXKAHE HA peMUcHs ITpu TanueHTd ¢ KA.

AKo0 ca HanuIe TeKKU CTEHO3M C HapylleHa (DYyHKIUS Ha 3aCerHATHTE OpraHd € HeOOXOIUMHU
XMPYPru4Ho JedyeHue. [loctaBsHeTo Ha CTEHTOBE € ¢ J00pa ABJIrOCPOYHA IIPOTHO3A.

Takayasu‘s Arteritis (Aprepur na Takayasu)



ApTEpUHUT, YECTO TpaHyJOMaTO3€H, NMPEHMYIIECTBEHO 3acsrail aopTrara W/WIA TJIABHUTE M
kioHOBe. Havaoro oOukHOBeHO € mpu Miaau >keHu mon 50 roxa. Bb3pact. Haii-romsima e
yecroTata B JaneyHusaT M3tok, kpaero decrorara € 4.2 Ha 100 xwi. 3a EBpona dectorara €
0,26-0,64 na 100 xuj1. HaceIeHHE.

Jlmarsosarta ce 1mocTaBsi IpU HAJIMYUE Ha 3 OT CIICTHUTE KPUTCPHUU:

* Bu3pact < 40rox.

* Kimayaukaiuo Ha TOpHU KpanHULIA

* OtciiabeH myJsc Ha OpaxuanHaTa apTepus
* Paznuka B AH nHa nBete pbie >10mmHg
* lllym BBpXY apTepuure

* AHrHorpad)CKi HapyIeHHs.

Haii-ronsima cTOWHOCT 3a INMOCTaBsHE HA JMarHo3ata MMa apTepuorpadusiTa, KOSTO IOKa3Ba
3allylBaHe, CTECHEHHE, HEPAaBHOCTM HA apTepusiTa, KakTo W aHeBpusMu. [ludepeHnmanna
JIMarHo3a ce€ TMpaBH ChC 3a00JIIBaHUS, KOWUTO 3acsAraT aopTara M TJIABHUTE W KIOHOBE WIIH
0eIIoAPOOHUTE apTEPUH.

Jleuenue
1. ITbpBa TUHUSA Ha JICUCHHE Ca KOPTUKOCTEPOUJIUTE

B nauanoro 6onnute momydyasar Methylprednisolone 1 mg/kg nueBno 3a mbpBuTe OT 1 10 3
Mecela, C MOCieIBallo NOCTENeHHO MOHMKEeHUe Ha ao3aTta. Ot ToBa jgeuenue mexay 60 u 80%
oT OOJIHUTE BJIM3aT B peMucus, karo 50% moayyaBar penuauB Ha 0oJiecTTa.

2. KomOuHupaHa Tepanusi ¢ HMMYHOCYIIPeCOPH ce Ipujiara IpH MalueHTH ¢ TeXKa 0oJecT win
KOrato HE MOXE aa 6’bI[e MOCTUTHATA pEMUCHUS CaMO C ONITUMAIIHU J03U KOPTUKOCTCPOU UJIN HE
MOKC a C€ HaMaJIi J03aTa Ha KOPTKOCTCPOUIUTC oe3 Aa CC€ aKTUBHpPaA 6omnecrra.ToBa ca
Methotrexate, Cyclophosphamide, Cyclosporine, Azathioprine.

Methotrexate ce mpusara B 103a 15 Mg BeaHbX ceMUYHO, C YBEIMYaBaHe Ha J03ara J0 25 mg
CEeIMHUIHO.

Cyclophosphamide e nekapctBo ot BTOpa nunus ciex Methotrexate. M3mnonssa ce B mo3a 2-3
mg/Kg nHeBHO MM 1o (hopMaTa Ha ITyJIC TEPAIMK 0 1 gr BEIHBK MECEUHO.

Cyclosporine B mo3a 1-3mg/kg naerHo.

Azathioprine ce u3mos3Ba npy NaMEHTH, IPH KOMUTO HE MOrat aa Obaat jekyBanu ¢ MTX wiun
KOMTO ca MOMy4riIn penuauBs cien nedenne ¢ MTX B no3a 1-2 mg/kg nHeBHO.

[Tpu pedpakrepuute ciydan morar fa O0baar usnonsBanu anti TNF nekapcrsata. OnuT uma u
¢ Etanercept u Infliximab, xouro B moBeue ot 80% BOAAT A0 pEeMHUCHS WM MOAOOpPEHHE U



M03BOJISIBAT CIIUPAHE Ha TIFOKOpTHKOCcTepouanTe. Karo antepHaTHBa ca M3MOJI3BAHH YCICIIHO
Y MHXHOMTOpPH Ha MHTepJeBKuH-6 Tocilizumab.

HeoOxonuMo e JOMBJIHUTENHO JIeYEHHE Ha YCJIOXKHEHHsSTa Ha 0oJiecTTa, KaTo OCHOBHOTO €
apTepuaiHaTa XUIEPTOHUS U HCXEMHYHUTE CHOUTHUSA, BCIEACTBHE HaMaJICHUSIT KPBBOTOK B
CTECHEHHUTE y4acThIIM. YCTAaHOBEHO €, Ye MAIHEHTHTE C apTepruT Ha Takayasu ca ¢ BUCOK PHUCK
OoT oOpa3yBaHE€ Ha aTEPOCKICPOTHYHU IUIAKH M €()EKTHBHHUAT KOHTPOJ HA TPATUIIUOHHUTE
pUCKOBU (aKTOPH 3a aTEPOCKIIEPO3a € ChIIECTBEH

I11. BackyJuTH Ha cpeHMTE 110 IOJIEMHHA ChA0BE
Polyarteritis nodosa (PAN)

HekpoTtusupaiir BacKyauT Ha cpedHume 1O TOJIEMUHA WA MAJKH apTEepPUH, KOUTO mpoThya 0e3
TJIOMEPYJIOHE(PHUT WIIM BACKYJIUT HA apTEPUOIIH, KAMUISPH ¥ BeHYIU. HOMO3HUAT MONHMapTepuT
e psnaka 6onect. Yecrora my e mexay 0.9-7.7 na 100 xun. Cpelia ce mo-4ecto B pallOHHUTE C
xenatut BupycHa uHdpekuus. Habnronasa ce mpy manueHTyd BB BCUYKU BB3PAcTH, HO Hail-4ecTo
mexay 40 u 60 rogunu. PaznuuaBat ce nvpBudeH u BTopuueH PAN. BropuynusT Haii- yecto e
cBbp3an ¢ Xemnatut B BupycHa undekuus, no-psako ¢ HCV, HIV, Herpes zoster, Parvovirus19.
Crpio Taka MOXe Ja ce HaOJIrogaBa MpH KapIMHOMH, KPBBHHU 3a00J15BaHUs (KOCMATOKJIEThYHA
JIEBKEMUSI, MUEJIOIUCIIACTUYCH CUHAPOM).

[TaTomopdonoruuHaTa KapThHa C€ XapakTepu3hpa ChC CErMEHTHO BB3MaJCHHE Ha BCUYKH
CIIOEBE Ha ChOBATa CTEHA Ha MAJKHUTE M CPEIHUTE MYCKYIHH apT€pHUHU, KOETO C€ OTJINYaBa C
¢ubpuHOUIHA HEKPO3a U Pa3HOOOpa3Ha KJIeThUYHA MHPUITPALIHSL.

Jlmarno3ata ce moctaBsi criope] Kiacudukaruonante kpurepuu Ha ACR ot 1990 r.

Kpurepuit Hepuannms

1. 3ary6a Ha TerJio ¢ > 4 Kg 3aryba Ha moBeue oT 4 KJ OT Hayanoto Ha 3a00JSIBAaHETO ,
KOETO He Ce ABJDKU Ha INeTa WK IPYTU (HakTopu

2. Livedo reticularis JIMBUIHO PETHKYJIApHO 3acsraHe Ha 4YacTh OT KO)Kara Ha
KpalHUIIMTE U Tpyna

3. Tectukynapsa 6oJsika Bonka unm 4yBCTBUTETHOCT HA TECTUCHUTE, KOSITO HE CE JIBJDKH
Ha MHGEKIMs, TpaBMa WK Apyra NpUYdHA

4. Muanrusi, ciaboct Hudy3an muanrum (C M3KIIOYCHWE HA paMEHHUS W Ta30BUS

MOsIC) WM TOJIMHEBPONATHS, WM MYCKyJHa c1aboCT, WiH
00JIE3HEHOCT B MYCKYJIUTE Ha KpakaTa

5. MoHO-1M NOJIMHEBPOTIATUA PazButune Ha MOHOHEBPONATHSI, MHO>KECTBEHA
MOHOHEBPOTIATHS U MOJMHEBPOTIATHS

6. JIlnacToMMYHO KPBBHO HaNsATaHe | Pa3BuTHE HA XUMIEPTOHUS C AUACTONIUYHO KPHBHO HAJSTAHE TMO-
mo-Bucoko oT 90 mmHg Brcoko oT 90 mmHg

7. ToBurieHa ypest wiu kpeatunus | [ToBumenne Ha ypesta waxg 40mg/dl (14.3mmol/l) wiu Ha
kpearununa Hax 1.5 mg/dl (132mmol/l), koeTo He ce mbmku Ha




JEXUIpATaIVs WIA 00CTPYKITHSI

8. Xematut B BupycHa undekius | Hammuwne na HDSAQ nim anTrTena B cepyma

9. Aprepuorpad)cku HapyIICHUS AptepuorpaMa, IOKa3Balla aHEBPU3MH WJIH OKIy3UH Ha
BHCIICpAIHUTE apTepUH, KOUTO HE Ce ABJKU Ha aTepPOCKIIepO3a,
(uOpo-MyCKy/IHa JHCIUTa3Us WM JPYTH HEBBH3NATUTEITHU
MPUYVHA

10. buoncuss Ha Manku Wi | XUCTOJIOTMYHH  TNPOMEHHW,  IIOKa3Balld  HAJIUYME  Ha
CpeIHHM TO Ppa3Mep apTepuid, | TPaHYJIOLIUTH U MOHYKJICAPHU KJICTKH B apTepHaliHaTa CTCHA
CHIbPIKAIIH TTOTUMOPPOHYKIICapU

JlnarHo3aTta ce moctassi Ipu Haiuyue Ha noHe 3 oT 10 kputepust cbc ceH3UTUBHOCT 82,2% u
cnenuduaHoct 8§6,6%.

JudepeHnnnHara auarfHo3a ce MpaBH OCHOBHO C JPYrH BackyiuTd, Haii-uecto ¢ ANCA
ACOOMHPAHUTE, KpI/IOI‘JIO6YJII/IHCMI/ILIHI/I$I BAaCKyJuT, HJIX CbBC CHCTCMHHU 3a00JIsiBaHUs  Ha
CbCIUHHUTCIIHATA TBKaH. CucreMuu I/IH(1)GKIII/II/I KaTO CHAOKApAWUT HJIKW IICCBAOBACKYJIWTHH
CHUHIPOMH KaTO XOJECTEepPOJOBH e€MOONM, MHKCOM B JISIBO MpeAchpAue, aHTH(HOCHOTUIHUACH
CUHJIpOM TpsiOBa J1a ObJaT U3KITFOYCHH.

JledeHueTo € crope] JIOKAJU3AMHUATA U TeKECTTa Ha 00JIECTTa U MPOTHOCTHYHUTE KPUTCPHUH
Five Factor Score (FFS). Ilenta Ha J€YCHHMETO € IOCTUIaHE Ha KIMHMYHA DPEMHUCHS U
HOpMaJIU3MpaHe Ha MapaKIIMHUYHUTE T0Ka3aTelnd W (YHKIMOHATHHTE TECTOBE 3a OPraHHO
aHTXUPAHE.

ITpu PAN 6e3 nomm nporaoctuynu akropu FFS=0, neuenuero e camo ¢ koptukocreponau. To
€ JI0CTaThbuyHO €(EeKTUBHO U C MO-MAJIKO CTpaHWMYHU edekTtH. [Ipu Hamuume Ha oK
MPOTHOCTUYHU (PAKTOPU WM HENOCTaThUeH €(PEeKT OT CaMOCTOATENIHOTO IIFOKOKOPTHUKOHJIHO
JeyeHune ce 100aBsi UMYHOCYIIPECHBHA Tepanusl.

FFS=0 I'K camocTodTenHo, TpOABIKUTENHO 3a HE NO-MaJIKo OT 12 mecena
FFS>1 I'K + nuxnodochamuag B KoMOMHAIUS 32 TOCTUTAHE HA PEMUCHS

(MuHEUMYM 12 Mecena) 3aMeHEH OT JIpYTH, O-MaJIkO TOKCUYHU
UMYHOCYIIPECOPH 3a MOUIBPKAHETO i (a3aTHONPUH, METOTPEKCAT)

[Ipu OonHHMTE ¢ MOJMAPTEPUUTHC HOAO3a KOPTUKOCTEPOMAMTE C€ 3amoyBaT B 7032
methylprednisolone 1mg/kg nHeBHO, pH TE3H C TEKKHU CUCTEMHH TPOSIBH CE TpUiiara U ImyJic
Tepanusi ¢ 1o 1gr B 3 mopenHW [HHU, clel KOETO BEIHBXK MeceyHo mnoj (opmara Ha
uHTpaBeHo3Ha uHOy3usa. Korato ce Hopmanmuzupar nposb3nanutennure nokasarenu (CYE, C
PEaKTHBEH TPOTEWH) M C€ TMOA0OpH KIMHHUYHOTO CHCTOSHME Ha TMAIMEeHTa, KOETO CTaBa
OOMKHOBEHH 3a 3 CeIMUIIM MOJKeE J1a 3a1l0YHe HaMaJIeHHE Ha J103aTa.

Hmynocynpecopu



Cyclophosphamide ce mpunara obuyaitno B m103a 2 mg/kg 3a eaHa roarHa B KOMOHMHAIHS C
KOPTUKOCTEPOMIH. TO3M PEXHM € JOCTaThUuHO e(PEKTHBCH M € ChC CPABHUTENHO  HHCKA
TOKCHYHOCT. Haii-uecTure CTpaHuuHM eQeKTH MpH Te3W OOJHH ca XEMOPAarH4YHU IUCTUTH,
¢Gubpo3a Ha MMKOYHUS MEXYpP, KOCTHOMO3bYHA CYIPECHs, OBapHaiHa UCHYHKIHS, KapIMHOMU
(MUKOYHUS MEXYp, MATUTHEHH Xemoratuu). ChIIo Taka Cepro3HU MH(MEKIMH, 0COOEHO KOraTo €
B KOMOWHAIMS C BUCOKH JI03M KOPTUKOCTEPOH/IH.

Azathioprine, Methotrexate u apyrd HUTOTOKCHYHH JIEKAPCTBA CE H3MOJI3BAT CaMo IPHU
KOHTPAaMHJIMKAIIMK 33 NpUJIOXKEeHHe Ha uukiodochaMua uiam 3a MONAbpIKAIIA Tepamus IMpH
MAIKUEHTH C MO-TeXKHU (GOPMH Clie/l CliupaneTo Ha nukiodpochamuaa 3a neproa 12-18 mecera.

Ina3madepesa moxe nga ObAe Mmoje3Ha KaTo BTOpa JIMHUS Tepamusi Mpu pedpakTepeH Ha
nedenne PAN, kaTo MOXke J1a OTpaHUYH YCIIO)KHEHUSTA U TPAHHUTE YBPEKIaHUS.

Jleuenne vHa PAN ipu HBV undexnus

[Muknopochamun u npoaskurene npueM Ha 'K ca nporuBonokazanu

I'K camo B HauanoTo Ha TepanusaTa 3a KpaTko (JIBe CEIMUIIM) 3a IIOCTUraHe Ha Obp3 KOHTPOI
Ha 00JIeCTTa, MOCIIEABAHN OT AHTUBUPYCHH areHTH

[Tna3madepesa (ueTHpu MbTH CEAMHYHO 33 TPU CEMMIIM) B KOMOMHAIUS C

Awnrtusupychu (vidarabine/lamivudine+interferon-2b) 3a umyHoJIOrHYHO OYKHCTBaHE HA
nHpexTupanute xermaronutu u [{UK

Rituximab npu pedpaktepau ciydan

[Ipenmounta ce HauanHoTo nedeHne Ha PAN mpu HBV undexnus na 0bae koMOMHaIus
MEeXIy Ia3mMadepesa U MPOTUBOBUPYCHO JIEKAPCTBO C KOPTHKOCTEPOUIU 32 OBbpP3 KOHTPOJI Ha
’KMBOTO3ACTPAIIABAIUTE IPOSBU HA OOJIECTTA, KOUTO Ca HAM-YECTH MPe3 MbPBUTE CEAMHIIU OT
3abonsBanero. Cnen ToBa JICYCHHE KOPTHKOCTEPOMIUTE C€ CIMpAT BHE3AlHO 3a Jla MOXe
WHPEKTUPAHUTE XEMATOIMTH Ja Ce U3YHMCTAT U Jla Ce YJIECHH CEPOKOHBEPCHUSATA OT TMO3UTHBOCT
3a  HBeAg kM mosutuBHOCT 3a antiHBeAb. ITpu PAN ¢ HBV undekuus komOuHaimsTa
MeKAy npoTuBOBUpYycHH JekapctBa (Vidarabine wmm Lamivudine) c interferon-2b Boau 1o
MHOT0 JJOOpH TEepareBTUYHU Pe3yJaTaTu.

V. BackyauTu Ha MaJIKHTe Ch/I0Be
ANCA acounnpanu Backyantu (AAB)

ANCA acouuupaHuTe BaCKyJIMTH ca HEKPOTHU3HPAIIM BACKYJIUTH, MPEUMYIIECTBEHO 3acsraliu
MAJIKUTE ChA0BE (KaWISApH, BEHYJIH, apTepHOId MU Maynku aprepuu) aconuupanu ¢ ANCA,
cbe creruduyaroct kbM Muenomnepokcuaaza (MPO-ANCA, pANCA) wiu npotennasa 3 (PR3-
ANCA, cANCA).

OcHOBHMTE KIIMHUKONATOIOrMYHU BapraHTu Ha AAB ca:



Muxkpockonckn nosmanrunt ( Microscipoc polyangitis).
I'panysomaro3a ¢ nosmanruut (Granulomatosis with polyangitis (Wegener's)),
Cunapom na Churg-Strauss (Eosinophilic granulomatosis with polyangitis (Churg-Strauss)

ANCA BackynuTuTe ca 3a00JsBaHHS CbC CUTHH()MKAHTHO BHCOKAa MOPOHMIIHOCT U CMBPTHOCT,
KaTo TMOYTH BCUYKHM MAIMEHTH M3UCKBAT arpeCHBHO MMYHOCYNPECHBHO JeueHue. be3 neuenue
cMBpTHOCTTA € > 90% B paMKuTe Ha 5 FOJIMHU.

ANCA acouuupanuTe BacKyJIUTH ca penku 3abonsBanus. Yectora uMm e 4-5/MWIMOH 3a
MUKPOCKOIICKHS MOJIMAHTUUT, 8-30/MUINOH 3a TpaHyIoMaro3aTta ¢ MOJHAHTHHUT U 1-3/ MUIHOH
3a cuaapoma Ha Churg-Strauss.

Jlnarnosarta ce 1MOCTaBsi Bb3 OCHOBA Ha KJIACH(UKAIMOHHN KpUTepuu, cb3nangeHu or ACR wu
kputepuu 3a aehununus Ha Backyautute criopex Chapel Hill Consensus Conference (CHCC).
Hsma ch3maneHn KpuTepun 3a MEKPOCKOTICKUSAT ITOJTHAHTUUT.

Bun ANCA | Kpurepuu ciopeq ACR Kpurepuu cnopen CHCC
BaCKYJIUT
I'panynomarosa  Ha | Hexkpotusupamo HaszanHo wuiau  opanHo | Hexkporusmpamio rpaHyI0MaTO3HO
Wegener BB3IAJICHUC BB3MIAJICHUC HA TOPHUTC H©  JOJHUTE
JUAXaTeIHU TObTUINA W HEKPOTHYEH
[Ipomenu B peHTreHorpadusaTa Ha 651 1pOO BACKYJIUT Ha MaJIKUTE U CPENHUTE CHIOBE
(kamunsipH, apTepHONHN, BEHYJIN,apTePUN U
YpuHapeH ceUMEHT BeHN)
I'panynomaro3Ho Bb3NalieHne Ipu OHoncHs Yecto ce cpera HEKPOTH3HpALL
rIIoMepynoHepur.
(2 ot 4 xpurepus)
MuKpOCKIOHCKH Hsma xputepun HekpoTusupam BacKyIWT, C MalKo HIU
ITOJIMaHT UAT 0e3 UMYHHHU OTJIaraHusi, MPEUMYIIECTBEHO

HA  MaJKHUTe ChJI0BE (xanusipy,
BEHYJIN,APTEPUOIIH), MOXE J1a HMa
HEKPOTHU3HUpAIl] BACKYJIUT HA MAJIKUTE U
cpenHuTe aprepuu. UecT HEKpOTHU3MPAI]
TJIOMEPYIOHEDPUT " 6emonpoben
KaIlWJISIPUT.

JInncsa TpaHyJIOMAaTO3HO Bb3IIaJICHUC.

Cunnpom Ha Churg- | Actma Boraro Ha eo3nHO(DUIN 1 HEKPOTH3UPAILO
Strauss IPaHyJIOMaTO3HO BB3MAJICHNE,Y€CTO
Eosunodumist BKJIIOYBA  PECHUPATOPHUAT  TPakKT U
HEKpOTHU3Hpall BaCKyJIUT Ha MaAJIKUTE U
MoHOHEBpONaTHs WX TTOJIMHEPOIATHS CpEJIHUTE CHIOBE, ACOLMMPAH ¢ acT™Ma M

€03MHODIITHSL.

BenoapoOum wHOMITpaTH, KOWTO HEe ca

(uxcupann ANCA ce cpemar mo-4ecto, KOraro mMa

rJoMepyaoHepuT




HpOMeHI/I B IapaHa3aJIJHUTEC CUHYCHU

ExcrpaBackynapHa €03HHODIIIHS
(4 ot 6 xpuTepus)

JudepeHnnanna 1uaraosa ce npasu Haii-uecto Mexay pasnuaante sugoBe ANCA aconuupanu
BAaCKYJIUTH, CBIIO Taka C JAPYrM BacKyJIMTH Ha Maykute cbaoBe, Goodpasture syndrome,
CHCTEMHH 3a00JsIBAHMS Ha CBhEAWHUTENHATa THKAH,CUCTEMHHM HH(EKINU KaTo EHAOKapIuT,
CeICHC, TPaHyJIOMAaTO3HU 3a00JIIBaHUS - MUKO3H, TYOEpKYI03a, CapKOU103a.

JleueHneTo NpU TPUTE BACKYJIUTHU CUHIPOMA CE€ OCHOBAaBa HAa €HAKBU MPUHIUIIN U UMa 32 11eJ
MOCTUTAHETO Ha II'bJIHA peMUCHs. AKO TOBa € HEBB3MOXKHO TO IEITa € YaCTUYHA PEMHCHS U
MTOCJIC/IBAIIIO TIPEIMTa3BaHe OT PEIUIUBH.

Jedununun Ha u3xona ot eyenuero (EUVAS):

[IbnHA pemucus Jlunica Ha BcsakakBa (KIMHUYHA, CEPOJIOTHYHA, OT 00pa3Ha
nuarHoctrika) aktupHoct BVAS=0

YactuyHa peMucus Curau(uKaHTHO HAMaJICHA, HO C TIEPCUCTUPAIIU HIUCKU
HUBa aKTUBHOCT, KOSITO C€ OYKBA Jla HamaJlee OT JICUCHUETO

Pemnaric BbpHana ce nim HOBa aKTUBHOCT

Manbk Kountpoin nipu nosumenue nozara na KC

lonsam Boau 10 pynkinmonanuu HapymeHus U U3UCKBa JICYCHUE C
nukiohochamu

Jleuenue

Koprtukocrepouan

3a wHAYKIMS Ha pemucus ce 3amousa ¢ methylprednisolone B moza 1 mg/kg nmHeBHO, B
komOuHanust c¢be cyclophosphamide wnmum methotrexate. Ilpu ciayuawte Ha oOpraHo- WM
’KHBOTO3aCTpalllaBaHe, KaTo alBeosIapHa XeMoparus, Obp30 MPOrpecHpalll rIoMepyIOHEPPHT ce
JaBaT BUCOKHM 103U mHTpaBeHo3eH Mmethylprednisolone 1 g B 3 mocnemoBaTenHu JHH, ClEd
koeto 1 mg/kg 3a 3-4 cenmMuIM W TMOCTENEHHO HaMajeHHE Ha J03aTa B 3aBHCHMOCT OT
akTuBHOCTTAa. JlocTHra ce 10 moambpkamia no3a 5-10 mg/mH, kaTo mpu rojsiMa 9acTt OT
HAlUCHTHTE KOPTUKOCTEPOUIUTE HE MOTAT J1a OB/IAT CIPEHH HAIMTBIIHO.

Cyclophosphamide - unaykius Ha peMucHs | 3a MOAabpxkaHeTo #. [Ipumara ce mepopaiHo B
no3a 2mg/kg nHeBHO B KOoMOMHaIus ¢ riokopTkoctepounu 1 mg/kg. KomOunupanara Tepanus
3a MPOIB/DKUTEIHO BPEME B MHOTO OT CIIydaWTe BOJM JIO BUCOKA KyMYJIaTHBHA 71032 Ha JBETE
JeKapcTBa, W KaTO pe3yATaT IOBUIIABAaHE Ha CBbp3aHaTa C JIEYCHUETO MOPOHMIHOCT U
cmbpTHOCT. [IponbmkuTenHara ynorpeda Ha nukiopochamu € cBbp3aHa ¢ YeCTH MHQEKIHH,



JICBKOIICHUS BCICACTBUEC ITOTHCKAHC HA KOCTHUS MO3BK, I/IH(bepTI/IJ'II/ITeT, XEMOparnidu HucCTuTH,
KapOyHOM Ha IMUKOYHHAT MEXYDP.

[lync cbe nuknodochamun e anrepHaTHBa 3a peAylUUpaHe Ha KyMmyJlaTHBHAaTa J03a Ha
uukinodpochamuga. Cuuta ce , 4ye MmyJicHaTa Tepanus € Mo-0e30macHa OT €XKEIHEBHUAT MPHUEM.
[Tpunara ce uaTpaBeHo3Ho 15 mg/Kg Ha Becekn 2 CeaIMUIM TPUKPATHO, CIIE TOBAa Ha BeeKu 3-4
CEeIMULIM.

KomOunupanara tepanus € cradgaptHata tepanus 3a Jjedenne Ha ANCA acomuupanu
Backynutu. [lpunara ce B mpoAbikeHME Ha 6 Mecela, cjlell KOeTO ce MPEeBKIYBa Ha
a3aTUONPHUH C KOpTUKOCTepouiu 3a 18-24 mecera.

Methotrexate - mo-manko TOKCHYHA anTepHaTHBa Ha wLUKIopochaMuma 3a HMHAYKIUS Ha
pemucus B komOuHanust ¢ 'K 3a nedenune Ha manmeHTH Oe3 3acTpamiaBaHe Ha (QyHKIUATA Ha
3acerHaTUTE OpraHM W IpH Jokanu3upanata ¢opma. [Ipumara ce B no3a 0.3 mg/kg cenmuyno
IpU TAIlMEeHTH ¢ HopMmanHa OwvOpeuna ¢ynkuus. [lpumara ce B xoMmOuHanmums c QonmeBa
KHCEIIMHA 32 pelylupaHe Ha CTPAaHUYHHUTE e(DEKTH.

Azathioprine - 3a mogabpkaHe Ha peMucHs B go3a 2 MQ/KQ aHEBHO B KOMOWHAIIUS C HUCKHU
no3u I'K cnen nuknodochamua

Leflunomide - anrepmaruBa 3a momgbpskaHe Ha pemucus korato MTX, asarmompuHa ca
NPOTHBOIIOKA3aHH WITK HE ca J00pe ToJepUpaHH.

Mycophenolate mofetil - Bropa nuHUsS 3a momABpKAHE HA PEMHCHs, CcaMO IIPH
KOHTpauHIMKaK Win Hetonepupane Ha MTX, azarnonpun uiu leflunomide.

Rituximab (MKB M30.0) - mbpBa JuHHS 32 HHAYKIKS HA PEMUCHUS MIPU TeHEepaIn3UpaHa, TeKKa
u pedpakTepHa 601€CT U IpU MPOTHBOIOKa3aHUA 3a 1HKiIopochamua. [TokazBa paBHOCTOHHOCT
o epeKTUBHOCT ¢ mukiaopochamun. Ilpunara ce B 1o3a 375mg/m? ceamuyHo 3a 4 ceIMUIIN B
koMmOuHaums ¢ Bucoku no3u ['K. Moske na qoBesie 10 moCTUraHe Ha PEMUCHS U TTOAAbPKAHETO U
0€e3 OMbJIHUTEIIEH NTPHEM Ha INIFOKOPTUKOCTEPOUIH.

HMuTpaBeHO3HN UMYHOTJI00YyIMHM ce npwiarat B 103a 400 mg/kg nHeBHO B 4 TOCIIEI0BATEIIHU
JTHY IIPU IiepcucTrpalia 6oject 6e3 TeXXKH OpraHHU AUCHYHKIHH.

TNF oaoxepu - wmsmomsBar ce Off-label. Tlpoy4uBanust cowar, ye ca eQeKTHBHU TpHU
pedpaxrepru cayuau: infliximab 5 mg/kg Tpukpartao npes 2 ceamurm.

Ipenopnbku 3a seyenne Ha EULAR/EUVAS

Nuaykuus Ha peMucHs NIPH TeKKa U reHepajusupana ¢gpopma



Cyclophosphamide - moxe na npuiara ce mo ¢popmara aBa peKiuma, KaTo IpH BTOPHUAT ca I10-
ci1abo MPOSIBEHHU CTPaHUYHK e(PEeKTH. 3aIb/KUTETHO B KOMOMHALIUS C BUCOKH JI03U
KOPTHKOCTEPOHIH.

[epopanno npuinokenue 2 mg/kg naesro (Makcumym 200 Mg/aHEBHO), ¢ afanTHpaHe Ha J103aTa

0Py BB3pACTHH MAIMEHTH M TPU ObOpeYHa HEIOCTATHYHOCT, HEOOXOIMMO € OposT Ha
JMEBKOIUTHUTE Na Oblae Haja 3,5 w/unm abcomoreH Opoi Ha HeyTpodwmmu > 1,5; mo3ara nma ce
npreMa CyTpHH ¢ MHOTO T€YHOCTH.

HHTpaBeHO3HO MpuiIokeHue mysic Tepanus 15 mg/kg Ha Bceku 2 ceMUIIM TPUKPATHO, CJIE TOBA

Ha BCEKHU 3-4 ceaMUIIy;

Rituximab — npuara ce B 103a 375 mg/m? ceAMUYHO B YeTHH OpeaHu ceamuiid. [Ipunara ce B
KOMOUMHAIIHSI ¢ BUCOKH J03H KOPTHKOCTESPOU/TH.

KopTukocrepouau - mpu u3paseHa akTHBHOCT ce mpuiiara mysic Tepanus ¢ methylprednisolone
1 g aueBno B 3 mopenuu auu. Cien ToBa KOPTHKOCTEPOUIHATA Tepamus Ce MPOAbIDKABa
exenHeBHO 1Mg/Kg mone 3a 1 Mmecelr, ¢ IMOCeIBAINO MOCTENEHHO HAMAJCHHE Ha jo3ara (T He
TpsOBa Aa ObJe HaMaieHa moja 15 MQ AHEBHO Mpe3 MBPBUTE 3 Mecela U CIIeABAI0 HaMaJICHHE
710 ToJIbpsKaria jgo3a 10 My JHEBHO MM TIO-MAJIKO 110 BPEME Ha PEMHCHSTA.

IInazmadepesa karo TepameBTUYHO CPEJACTBO € IIOKa3aHa IIPH IMAlMEHTH ¢ OBpP30
mporpecupama ObOpeyHa HEIOCTATPYHOCT MW KATO JONMBIHCHHE KBbM TepamusTa ¢
nuknodochamua u KC.

Nuayknms Ha peMHCHS NPH JIOKAJTU3MPAHA U M0-JIeKO NPOoTHYAaIa 6oJiecT

Methotrexate - mpuiara ce B 1o3a 20-25 mg ceAMUYHO KaTo MepopaiHa UK MapeHTepaIHa
Tepanusi, B KoMOMHauus ¢ (osreBa kuceanuHa 1 Mg AHEBHO.

KopTukocrepoumn - npuiarar ce B go3a 1mg/kg B Hauanorto 3a 1 mecell, ¢ MocieaABaIo mo-
O0bp30 HaMaJIeHUE Ha J03aTa.

ITpoAbIKUTETHOCTTA HA MHAVKIIMOHHATA TEpaIus € 6 wau moBede MECC, C TOCTCIICHHO

pEeAVIIMpaHe A03aTa Ha kopTukocTtepouna no 10 mg prednisolone ngHeBHO.

Tepanusi 3a noqAbp:KaHe HA PEMHUCHSA:

WNmynocynpecopute  (azathioprine, methotrexate, leflunomide), xouto 3amectBar
nukinodochamua umm rituximab, Tpso6Ba ma ce mpuemar mone 18 mecema (Mexay 18 u 24
Mecena). Koprukocrepouaure cohimo TpsoOBa na mpoabmkar (30-60% peuumuBupar cien
CIHpaHe Ha JICUYCHHETO). ANTepHATHBAa HAa UMYHOCYIPECOPHTE 3a IMOIIbp)KaHE HAa PEMUCHS €
rituximab. IIpe3 2014 r. ca ny0iMKyBaHH JaHHU OT MMBPBOTO PAHIOMH3HPAHO U KOHTPOJIUPAHO



npoyuBane Rituximab versus Azathioprine for Maintenance in ANCA-Associated Vasculitis
(MAINRITSAN), koeTo moka3Ba, 4e rituximab mpeBb3x0x/aa a3aTHONPHH 3a MOIIbP)KAHE Ha
pemucus npu ANCA acoruupanu Backynutu. Jledenuero ¢ Rituximab e B mo3a 500 mg mpes 6
mecernia. Crnopen @penckara rpymna mo Backynutd RTX e mo-go0bp OT Ipyru jJekapcTBa, KaTo
azatuonpuH 1 MTX 3a nogabpkaHe HA PEMUCHS.

He-ANCA acounupanu BacKyJMTH Ha MAJIKHTE Chb/10Be

KsMm Tazm rpymna npuHagjieKaT KOXKXKHHUTC BACKYJIIUTH HAa MAJIKMTC CbJ0BC (J'ICBKOHI/ITOKJIaSI/ILIHI/I
BaCKy.TII/ITI/I), KpI/IOI‘J'IO6y.]'II/IHCMI/ILIHI/I BAaCKYJIUTHU U I'oJisiMa 4acCT OT KOXKHUTE BACKYJIMTHHU IIPOSIBU
IIpHU CUCTCMHUTEC 3a00/IIBaHKS HA CbCIMHUTCIIHATA ThKaH.

KoxkHM BACKYJMTH Ha MAJIKUTEe ChI0Be WJIH HapedYeHWTe OIle JIeBKOUHTUKIAZMYHHU
BACKYJUTH Ca Hal-uecTO CpEIIaHUTE BaCKYJIUTH HAa MAJKHTE ChJIOBE. XapaKTepHaTa HM
KIIMHUYHA M35Ba Ca KOXKHUTE JIC3UH THII ,,HaJlupyeMa mypnypa“. Kiacuueckara XucToornyna
Haxojka ¢ (puOpMHOMIHA HEKpo3a Ha KIEThYHATAa CTCHA, OTOK HA CHJOTEJIa M CErMEHTHO
HEYTPOPWIHO BB3MAIECHUE C JEBKOIUTOKIIA3UA. 3acAraT c€ OCHOBHO MOCTKAIMIISIPHUTE BEHYJIH.
B romsima gact ot CJIydauTe ca MAUOIIaTUYHH, HO JICKApCTBA, I/IHq)GKIII/II/I, MaJIMTHCHU IIpoLECH,
WIM JIPYyrd CUCTEMHH 3a00JsiBAaHHMS MoraT jJa OBbJarT MpUYMHA 3a Ta3u ¢GopMa Ha BACKYIIHT.
Morar aa 6”I)ZIaT MNpCAKJIMHHUYHA U3ABa HA CUCTCMHO 3200 sIBaHe HA ChCAUHUTECIIHATA ThbKAaH UJIU
cucTeMeH BacKyiuT. HaOmrogaBar ce elHaKBO YeCTO MPH MbXKE U KCHH U BbB BCUYKH Bb3PACTH.
B 10% ot ciyuaute 3acsiraT neua.

IMypnypara na Schonlein- Henoch e cuctemen Backymut, KOWTO ce XapakTepu3upa Che cliado
HAJUTHATH €PUTEMHU KOXKHU JIe3UH, KOUTO HE Ca CBBP3aHU C MOJJIeXkalla KoaryaomaTus,
abmomuHanHa 0oJika U KbpBEHE, apTpUT U HePpuT. ToBa € Hail-ueCTUAT BaCKYJIUT MpH Jela Ha
BB3pacT Mexay 2 u 10 rogunu ¢ yectora 135-180/mMunmon u camo 8-13/MuIMoOH 3a Bb3pacTHHU.
JloxaTto pgetrckara ¢opma Ha OOJIECTTa C€ CUMTa , Ye € OCHWTHEHAa M CcaMOOTpaHHYaBalla ce
6o0J1ecT, TO IPU BBP3aCTHH KATO LISJIO € C MO-JI0IIa IPOTrHo3a.

ETtuonorusta B moBevero ciaydau ocraBa Hem3BecTHa. OOMKHOBEHO ce MpEAIIeCTBa C JHU WIIH
CeIMUITM OT MH(EKIHs, Hali-uecTo O0eTa XeMOJIMTHYEH CTPENnTOKOK oT rpymna b, Staphylococcus
aureus, Esherichia coli, Mycobacterium tuberculosis, Mycoplasma pneumoniae, EBV, Hepatit B
virus, varicella, adenovirus, CMV, Bakcunaiuu cpemty Tud, maparud, xonepa, KbJiTa TPECKa.
Hsaxon nexkapcTBa Karo MEHUUWIMH, aMIAIMINH, eputpomuiud, HCIIBa morar na otkirodar
6onectra. CTynoBM BB3JCHCTBUS, yXallBaHE OT HMHCEKTH, XPaHUTEIHH aJepreHd ChIIo ca
OIKCaHM KaTo Tpurepupamu (akropu. Kiacuueckata KIMHHUYHA TpHaJa BKJIIOYBA MaJTUpyeMa
ypIypa, CTaBHU CMIITOMH (apTpUT/apTpasirui) U abloMUHaIIHA OOJIKa.

Kpuorno0yJmHeMu4HUTEe BACKYJUTH I0pa3siBaT MAJIKUTE CHJOBE OT KPUONPELUUNUTHPAIIH
umyHornooynunu. Haifi-uectro ce acouuupar ¢ Xenatut C BupycHa uapexuus (60-90%), karo



KJIMHAYHATa UM M3sBa € nannupyema nypmypa. Ocsen ¢ HCV unbekius KpuoriiooyanmHeMusTa
ce acouuupa oIme C KPbBHH 3a00JsiBaHHs (MYJITHIUIEH MHEJIOM, MaKpOTJIOOYINHEMHS,
nuMponposmdepatuBHu  3a00s8BaHKsA), C 00JIECTH HA ChEIUWHUTEIHATa TbhKAaH, BUPYCHH,
6akrepuanaun nHpexkuuu (HBV, CMV, EBV, cudunuc, naiiMmcka 60secT).

3acsra )eHH Ha cpellHa Bb3pacT M0-YeCTO B €HAeMUYHHU paiionu ¢ Hanmuuue Ha HCV undexuus.

Leucocytoclastic 1. Be3pacr Ha mosiBa >16 roguHu

vascilitis 2. AHamHe3a 3a ynorpeba Ha JIieKapcTBa

3. [Nanmupyema mypmypa

4. Maxysonaiyso3eH rush

5. buomncus Ha aprepuosid WM BEHYJIM C [PAaHYJIOLUTH
MePUBACKYJIAPHO WM EKCTPaBACKyJIapHO

3a duaznosa ca Heobxooumu 3 kpumepus

Henoch- Schonlein | Ilagnupyema nypnypa (3abJKUTe1eH KPUTEPHIi) U TIOHE eTHH OT
purpura CIIe/THUTE:

1. ndy3na abgomunanan 6oka.

2. buonicus nokazsama IgA meno3urtw.

3. Aptput/aptpanruu.

4. bpOpeuHo aHraKUpaHe (XeMaTypusl U/ IPOTEHHYPHS]).

Cryoglobulinaemic | msima
vasculitis

TepaneBanﬂo MOoBEACHHUE: OIPEACIIA C€ OT TOBA JAJIM MMa CUCTCMHU NPOSABU, OT TCIKCCTTA HA
KOJXHHUTC JIC3UU U JaJIM UMad HAJIMYHA XpOHUYHA I/IH(1)CKLII/I$I.

Baxno e na ce uneHTuguUIUpa U OTCTPaHU NMPEANONIAraeMHUSAT aHTUTEH, aKO TOBAa € Bb3MOXKHO,
Jla ce JIEKyBa OCHOBHOTO 3a0OJsIBAHE aKO BacCKyJUTHT € CBIIBTCTBAIlA IPOsBA WIM Ja Ce€
OTCTPaHU TYMOPBT IIPH MAJIUTHEHOCT.

JleyeHnne IIpU JICBKOIHUTOKIIA3UYHUTEC BACKYJIIUTU

CaMo0 KOKHHM JIe3HM | TIOKOH, MOBIUTaHe Ha KpakaTa, MOJIbpiKalia Tepanus(doparu,IpeBpb3KH),
(HeycJ10KHEH ) XUpATAIHS

antuxucramuan, HCIIB, Antumanapuiing, Koaxumus,

Hamncon

Ipu ymmepanuu Ha | Koprukocrepouan B komOuHanus ¢ MTX wn
KOKHHTE JIe3NU
Koptukocreponau ¢ muknodochammu

Ipu cucremun | Cyclophosphamide 2 mg/kg auelkf wam mon dopmara Ha mysc Tepamnus
nposisu komOunarus | 1.0gr
OT KOPTUKOCTEPOUIU U




HUMYHOCYIIPECOpH Azathioprine 1-1,25 mg/kg nueBHO
Mycophenolate mofetil 0,500-2,0 gr naesHO
Cyclosporine 2,0 mg/kg maeBHO

Methotrexate 7.5-15 mg ceamuumo

IIpu Hedpur xomOuHanms ot 'K u umyHocynpecopu, HHTpaBeHO3HU UMYHOTIIO0YIHHHY,

Rituximab, masmadepesa.

Jleuenne na Henoch-Shonlein purpura:

Jleku ae3un CuMHOTOMAaTHYHO
Xunparamus
AHTHUXUCTaMUHHA
AcnupuH
Amnanreruiu

HCIIBn

Koptukocreponay JIOKaiHO

Judysuu jie3nu uau cucremun | [mrokokoptukonau B 1o3a 60-80 mg nx

NposiBU Cren oBnagsBane Ha cumnroMuTe - HUCKH 1034 'K 3a n3bsareane
Ha PEIHIMB.
[Ipu HeoBnagsBane u xpoHuduuupane - Koiaxumnus B n1o3a 2.0 ¢
JTHEBHO

Teskkn, 0bp3omporpecupanim, I'moxokoptukonnu 60-80 mg queBHo u nukiopochamun 2

peuHIuBUpAaIIT mg/Kg aHeBHO wmiw myic Tepanus ¢ 1.0 gr MeceuHo Wiiu

MTX 10-25 mg ceAMUYHO WIH

Azarnonpun 50-200 mg nmu

IMuknocmopun 3-5 mg/kg

[Tpu HOMOBMNMsABaHE ce mpuiara rituximab, umyHornooynusy,
mazmMadepesa

JleueHue Ha KPUOTJI00Y THHEMHMYHHUTE BaCKYJIUTH :

EULAR/EUVAS npenoppuBatr Xenatut C HeraTHUBHUTE KPHOIJIO0YJIMHEMHYHH BaCKYJIUTH
Jda ce JeKyBaT CHOpeA mpernopbkuTe 3a JjeudeHne Ha AAB (¢ kopTHKOCcTeOHIH U

HMMYHOCYIIPECOPH).

Rituximab wmoxe nga ce w3mon3Ba mnpu namumeHTdn ¢ Xematut C,  acouuupaHu
KpUOTJIOOYTMHEMUYHN BacCKyJIUTH M MOXKE Ja ObJe MOoJIe3eH NpU HEeacolMHpaHu C BUPYCU
€CEHIIMAIHN  KPHOTJIOOyJMHEMHYHH BacKynuTH. Rituximab e anrepHatmBa, Korato
HMMYHOCYTIPECOPUTE ca MPOTUBOINOKAa3aH!, Hee(DEKTHUBHH WJIM HE C€ MOHACST JoOpe OT OOJIHUTE.

IIpu Obp30 mnporpecupamo O0bOpPeYHO YBpeKIaHe, TeXKa HePpomartus, € YMECTHO
MpUJIaraHeTo Ha MHTPABEHO3HU HMYHOTTIOOYJIMHU WM I1a3Madepesa.



AKO KpHOTJIOOYTMHEMUYHUTE BAaCKYJIUTH C€ AbJKAT HA MH(PEKUHUs ce JIEKyBaT C €THOJOTUYHU
cpenctBa. Ilpu xemarur C BupycHa uH(pekuus ce npuiaraT UHTEpPepoH U pubaBapuH B
KOMOMHAIIHSI, KOSATO € T0-700pa OT MOHOTEpanusTa.

Ba(!Ky.]'[I/ITI/I Ha pa3/iIM4YHU MO roJiecMmHa Cb10B¢€
Boaecr na Bexuer (Behéet's disease (BD))

boisiectra Ha bexdeT e BaCKyauT, KOMTO MOXKE J]a 3aCETHE U apTEPUH U BEHU. XapaKTepusupa ce
C peuMauBUpallM oOpajHa M TeHuTanHa adro3a, B ChUYETAaHWE C OYHH, CTaBHH,
racrpounrectuHanuun w/wimm ot L[HC Bu3manurennu nesuu. [lpum Hero ce HaOmogaBar
€IHOBPEMEHHO BAaCKYJIMT, apTepUAIHU aHEBPU3MH, TPOMOAHIMUT M Tpombo3u. Cpemia ce mo-
4ecTo Ipu OIpenesieHd eTHUYecku rpynu. Hamune e reorpadcko pasmpenenenue Ha OosiecTra
o T.H. ,,IbT Ha KONpHUHAaTa - paiioHa or Snonusa u Kurait no M3tounoro CpeauzeMHOMOpHE
BKJIFOYBAIIO cTpaHu karo Typouss u Hpan. Haii-uecto 3acsira Typuu, apMeHIM, HpaHLH,
snonmu. Yecrorata My € mexay 80-420 na 100 xun. 3a U3tounoto CpepauzeMHoMOpue U
Typuus u 1.6 nHa 100xun. 3a 3anmagna EBpoma. 3amouBa KbM TpeTara A€KaJa Ha KHUBOTA.
Aconunpa ce ¢ HLA BS. /luarnosara ce rnocrass ¢ o Kpurepuure Ha MexayHapoaHara rpyma
3a npoyuBane Ha 6onectta Ha bexuet, 1990r.

I'i1aBeH kpuTepuii

PeumausBupamu opannu nopakeHus (a¢gpro3Hu u xepneruopMeHH), yCTAHOBEHH OT JieKap WIN
OT OOJIHMAT, KOUTO PelMIUBUPAT MOHE TPH IbTH B PAMKHTE Ha eJHA IOJUHA.

Jlpyru kpurepum:
1. PenmmuBupaimy S3BU 110 TEHUTAITUUTE.

2. Ounu nesuu: MMpEaAcH YBEUT, 3aICH YBCUT, IPOMEHU B CTHKJIIOBUAHOTO TAJIO W BACKYJIWUT Ha
pe€TrHaTa,yCTAaHOBCHHU OT O(l)TaJ'IMOJ'IOF.

3. Koxuu ne3un: erythema nodosum, rnceBnogoaukyInT, Namy1o-mycTyI03HH JIE3UH WIH
AKHETIOZ00HU BB3IU MPH OOJIHU CJIe]] FOHOIIIECKA Bh3PACT M KOUTO HE MPOBEXKIAT
KOPTUKOCTEPOUIHO JICUCHUE.

4. TlaTonoruyHa KOXXKHA peakius clie]] yooxkaaHe (CTepuiIHa MycTyJlia), OTYeTaHa OT JieKap Ha
24-5, 48-51 yac-T.Hap. ,,patergy test”

Jmarnoszata ce mprema npyu HaJM4dre Ha TJIaBHUAT KPUTEPHUH 1 TIOHE Ha JIBA OT OCTAHAIINTE
KPUTEPHU.

Jleuenue

H3noa3Bar ce cieaHuTe JIEKapCTBa:



KopTtoxocTepounu 1-2 mg/kg ¢ mogmbpxkamia no3a 1-2 tabnerku auesHo, [IT ¢ 1,0 ¢
BEHO3HO TPH BCEKH MO-TEXBK Ciaydail. EQEeKTHBHU MpH MyKO3HH H
KOKHH JIC3MH, YBEUTH, HEBPOJIOIMYHN CUMIITOMH. KaTo MOHOTEparust
win B KoMOuHanus. He mogo0OpsiBaT 1piarocpoyHaTa mporuosa.
Colchicine 1-2 mg nHEBHO JO OBJIAJsABaHE HA KIMHUYHUTE CUMITOMHU. OcoOeHO
e(EKTUBHU MPU MYKO3HH, KOYKHH MPOSIBU, apTPHUT, EPUTEMA HOIO3YM.
CurnudukanTeH eQekT BbPXY aKTHBHOCTTA Ha OOJIECTTa.

Benzathine Penicillin 1,2 mun. E Ha 3 cemmuiim, 0cOOCHO e(peKTUBECH B KOMOHUHAIMS C
KOJIXHIIMH IIPU MYKOHA3aJIHH YJILEpalUy H apTPHUT.
Azathioprine 50-150 mg aHEBHO, CpelICTBO Ha W300p NpPU OpPAIHH, TCHUTAIHH

yIlepanuu, apTpuT, OYHU Oposisu. HamansiBa mosiBata Ha MYKO3HH,
KOXHH YJIEepaIiy, apTpuT, OYHH CHUMIITOMH. 3a TpoQHIaKTHKa Ha
HOBHM OYHH TPOSIBH.

Cyclophosphamide 1,0 g/m? i.v. 1 mpT MeceuHo npu ouHu u cuctemun npossu (LUHC,
apTepHUalHu aHEBPU3MHU ), TI0-100bp edekT B komOuHanus ¢ ['K.
Cyclosporine 3-5 MQ/kg AHEBHO, P HEMOBIUSABAHE OT APYIHTE JICKApCTBa, AOOBD

P aKTUBHM OYHH BB3MAJICHHUA, TPU OMACHOCT OT 3aryba Ha
3pEHUETO, HEBPOJIOTUYHU NPOSIBU.

Anti-TNF-alfa
Infliximab 5 mg/kg Ha 6-8 cemmuin
Etanercept 50 mg ceaMHuYHO, HaMaisBa IIO0ABaTa Ha OpaJHU YILEpaluH,
HOJTyJIapHH KOXKHU JIE3UH, MAITYJIOMYCTYJIO3HH JIE3UH
Rituximab 1000 mg ma 15 nmHHM, curHudUKaHTHO TmOmOOpeHHMEe Ha oOIara
AKTHBHOCT

Xupypru4yHo Jje4yeHHe C€ Hajara mpu apTepuaIHd aHEBPU3MHU M PEIUAMBUPAIIM MACUBHU
xemonTu3u. [Ipu mepdopanus Ha 4YepBO, TPOMOOTHYHA OOCTPYKIMs Ha TojemMu chaose. [Ipu
OYHU YCIIO)KHEHUS-TIIAyKOMa, TPELUIUTATH B CTHKIOBUAHOTO TSUIO.

CUHAPOM HA CBOI'PEH

CunzmpoMbT Ha SjOQren € XpOHWYHA BB3MAIUTEIHA aBTOMMYHHa OOJIECT, KOSTO 3acsra
€K30KPHHHUTE JKJE3HM, IMpeIud BCHUYKO CIIOHYEHHTEe U ciab3HuTe. CuHapombT Ha CbhOrpeH
(Sjogren) e TpeTOTO HaM-ueCTO CpEIIaHO aBTOMMYHHO 3a0OJIsIBaHE CIie]] peBMATOUJIEH apTPUT
(PA) u cucremen nymyc epurematosyc (CJIE). CunapomsT Ha ChorpeH ce HabmrogaBa npu 30-
50% OT mauueHTUTE C PEBMATOUAEH apTpUT, KakTo U mpu 10-25% oT Te3u cbc cUCTEMEH JyIyC
epurematosdyc. Oxono 90% oT GonHHTE ca KeHH, KaTo 3a00JIIBaHETO Ce U3SBSIBA HAl-4eCTO BHB
Bb3pacTtTa Mexay 40 n 50 r. OCHOBHUTE MPOSBU Ca CyX KEPATOKOHIOHKTHBUT U KCEPOCTOMHMS.
[Ipu mo-pasrepHaTa KIMHUYHA KapTUHA MoraT Ja ObJaT oOXBaHATH M JPYTrU OOTaTH Ha JKIE3U
OpTaHu M CHCTEMH KaTO AMXaTelHaTa, XpaHOCMHJIATEIHATa, OTACIUTEIHATa CHCTEMH, TTaHKpeac,
MYCKYJTU, HEpBHA CHCTEMa U JIp.

CunIpomMbT Ha SjOQren Moxe J1a ce U35SBU KaTO CAMOCTOSITEITHO 3a00JIsiBaHe, HO B MOJIOBUHATA
OT ciay4yauTe ce HaOiojaBa NpU MALMEHTH, CTpajalld OT APYrd aBTOMMYHHU OOJeCTH —
peBmaronsieH apTput, CJIE, 1epMaToMHO3UT/TIOMUMHUO3HT, CKIEPOIACPMHUS U JP.



3a mocTaBsHE Ha TMpaBWIHA JWArHo3a € HeoOXoAuMO Ja ObJaT HamnpaBeHW crenu(uaHu
umyHosiornunu  u3cnenBanus (Ro-SS A , La SS B, ANA wu ap). Yecro ce Hanara
OCBIIECTBSIBAHETO OMOIICHS Ha CIFOHYCHA jKjie3a U cuayiorpadus, cenuGudHo u3cieaBaHe Ha
OUYUTE U CI'b3HUTE kJje3u. CrennaasHo BHUMaHUE ce OOpbhIla Ha 3acSraHeTo Ha JPYrd OpraHu U
CHUCTEMH TIPH MPOTUYAHETO Ha OCHOBHOTO aBTOMMYHHO 3abossiBane. CunapomMsbT Ha ChOTpeH e
XPOHUYHO, PEIUAUBHPAIIO 3a00JsIBaHE KATO HAN-YeCTO 3aTpyIHEHUS MPEIU3BUKBAT OYHHUTE
0OJIECTHU MPOSIBU M CyXOTaTa Ha yCTHATa JIMraBuIla. JIeueHnero ce Haco4YBa KbM OBJIA/SIBAHE HA
MPOSIBUTE Ha 3aCErHAaTU OT OOJIECTHHUS Mpollec Opranu u cucremu. [Ipunarar ce oonuanHuTe He
cnenupuIHA aHTHPEBMATHYHH cpesicTBa. KopTH30H ce n3non3pa no u3kiodyeHue. OoudaiHo ce
npujarar Tmpernapatd YCUJBAlld CIIOHO MW CBIA3OTACISHETO M H3KYCTBEHHU ChJI3H.
HNmyHocympecopu ce uMaT NpeIBHI NPU ONpeneieHn ciaydan. Ako cuHIpoMbT Ha ChOTpeH ce
BKJIIOYBA B KJIMHUYHATA KapTUHA HA PEBMATOMACH apTPpHUT, JYIYC, IEPMATOMHUO3UT U JIyTd
CHUCTEMHH aBTOMMYHHH 3a00JISIBAHWS TepalusTa CE€ BOJU CBIVIACHO MpaBHJaTa BAIMIHHU 32
CHOTBETHOTO OCHOBHO 3a0oiisiBaHe. Hamociaeabk B CBETOBEH IUIAH CE MPABST OMUTH 32 JICUCHUE
Ha 3a00JI5IBaHETO M ChC OMOJIOTHYHH CPEJICTBA.

Bugose cungpom Ha Sjogren

e [IIbpBHYEH — HEM3BECTEH MEXaHU3bM, 0€3 1a UMa Ipyro 3a00IsBaHE HA ChETUHUTEITHATA
ThKaH. [IpnunHara 3a Bp3HMKBaHE Ha cuHapoMa Ha CporpeH e HensBecTHa. IIpeanonara
ce, 4e Ha (hOHA HA TEHETHYHA NPEAPA3IOIOKEHOCT, HIKAKBB MPOBOKUpAI] (PAKTOp OT
OKOJHaTa cpeAa OTKIOYBa  3abonsBaHeTo. JlokaszaresncTBa 3a  IEHETHYHATa
MIPEPA3IIOIOKEHOCT Ca MO-ToJsIMaTa 4YeCcToTa Ha 0oJiecTTa B HIKOU CEMEWCTBA M YyecTara
KOMOMHAIMsI Ha CUHJIpOMa C APYrd 3a00JsBaHMs, 32 KOUTO ChILO € JJOKa3aHa FeHEeTUYHA
MPEpasoIoKeHOCT. Bee ome ocraBaT HEM3BECTHH E€BEHTYATHUTE (HAKTOPH, KOWUTO
IIPOBOKHMpAT aBTOMMYHHATA aTakKa.

e Bropuyen — B Xxoma Ha Jpyru 3a0oisBaHMs (CHUCTEMEH JyIyC €pUTeMaTo3yc,
pEBMATOU/IEH apTPUT, CUCTEMHA CKIIEPOAEPMHUS, XPOHUUEH XEMaTUT, TUMGPOMHU U Ap.)

JII/I ArHOCTUYHU KPUTEPUHU

CrpliecTByBaT pa3nyHU KiIacH(UKAIIMOHHU KPUTEpPHH, KOUTO ca ce odopMuin oT pabOTHU
rpynu (KOMEHXAareHCKH, SITOHCKH, TPhLUKH, KanudopHUIiCKH, eBponeiicku). J{Hec ce m3mon3Bar
kputepunte Ha EBponeiicko-AMeprkaHckara paboTHa rpyma, cb3naaenu npes3 2001r.

1. Ou4Hu cunToMM (HaIM4yKe Ha €MH OT W30POCHUTE TPU NMPHU3HAKA)

® CXKEJIHEBHA CYyXOTa B OYHUTE 3a MOBEYE OT 3 Mecela,

¢ pcuuauBpaIio JPa3HCHE KAaTO MOoNnaJaHe Ha IISICbK B OYHTC,

® M3I0JI3BAHC HAa MU3KYCTBCHHU CHJI3HU MOBCYC OT 3 mpTH JHCBHO,

2. CuMNTOMM OT YCTHATA KyXWHA (HATMYHME HA SIMH OT N30POCHUTE TPH NPU3HAKA)

® YYCTBO 3a CYXOTa B yCTaTa B NIPOABJIDKCHUEC HA ITIOBCYC OT 3 MEcCela,

® pcuuavBUpall UJIH MOCTOASHCH OTOK Ha CITFOHYCHHUTEC XKIIC3HU,

® YCCTO MPUCMAHE HAa TCYHOCTH 11O BPEMC HA XPaHCHE,

3. OuHu npu3HaUM (HATMYXE HA €MH OT JBaTa MPU3HAKA)

® TIOJIOKUTEJICH TecT Ha Schirmer (< 5 MM 3a 5 MUHYTH),




e wuHjeKC >4 mo Metoaukara Ha Van Bijusterveld npu uscnensane ¢ Rose-Bengal.

4. Tlpu3Hanu OT CJIOHYEHHTe KjIe3H (HaIudue Ha eIUH IOJIOKHUTENIEH OT U30pOCHHUTE
3 npu3Haka)

° CHI/IHTI/IFpa(l)I/IH Ha CJIFOHUYCHUTEC KIIC3H,

e MapoTujHa cuajgorpadus,

® HECTUMYJIMPAHO OTJEJSHE Ha CIIOHKA MO-MaJiko OT 1,5 mut 3a 15 MunyTHn

5. Iloao:xkuTesieH XHCTOJIOTHYEH pe3yJiTaTr

6. ABtoantutesa KbM RO (SS-A) w/unm La (SS-B) anTurena.

JluarHo3ara mbpBHYeH CHHIAPOM Ha SJOQren e CMrypHa npu M3MBJIHCHU 4 OT 6 KpUTEpHH,
BKIIFOUMTEITHO TIOJIOKUTEIIHA OUOTICUS WU TIOJIOKUTEIIHN aHTuTena (Kpurepuu 3-6), a mpu 3
KPUTEPHUU - BEPOSATHA.

JlnarHo3ara BTOPHYEH CHHAPOM Ha SjOJren e CMrypHA MpH HAJIMYHE HA JAPYrO CUCTEMHO

3a00JIsIBaHE Ha CheAMHUTEIHATA ThKaH U HaJau4due Ha eaud cuMitoM (1-2) wau 2 (3-6).

Kinnnyna kapTuna
Ilpu nHPBUYHMS CHHAPOM Ha Sjogren ce HaOMOmABAT JIOKAJHHM (KCEPOCTOMHUS U

KcepopTanmusi) U cucTeMHH NposiBu. CHCTEMHUTE MPOSIBU ca MPeACTaBeHU B Tabm. 1.

JluxarenHa cucrema XpoHHUYEeH OPOHXUT

JIumormTeH MHTEPCTULMATIEH THEBMOHUT
[IceBnonumdom ¢ HomynapHU UHPUITPATH
JInmpom

[neBpasiHn M3IUBU

CromaiiHo-uypeBHH MPOSIBU Jucdarus, acouunpana ¢ KCEpOCTOMHUS
ATpoduueH racTput

UepHoapoOHO 3acsiraHe

bunnapaa nuposa

Ckreposupali XOJaHTUT

KoxHu nposisu Barunanna cyxora
Xunepriao0yauHeMUYHa ypypa (HeTpoMOOIIMTONIEHUYHA)
BaCKYJIUT
EnnoxpuHHM posiBU Tupeonaut
Tupeouana aucyHKIms
[IposiBn oT OnopHO- | Muanrun
JBUTaTEIHAaTa CUCTEMA Aptpanrun
Aptpur

Hesponoruunu nposisBu

Ilepucdepno HeBponaTHs
MHOXECTBEH MOHOHEBPUT

XeMaToJIOTUIHU IIPOsIBA

HCYTpOHCHI/IH, AaHCMU, Tp0M6OI_II/ITOHeHI/IH




[TceBnonmumdpom

JInmpom

Anruno06aacTHa TUMIIaAEHOIATHS
Muenom

XeMaToJI0TUYHU IIPOSIBU Heyrponenus, anemMusi, TPOMOOIIUTONICHHS

[TceBnomumdom

JInmpom

Anruo06iacTHa TUMIIaAEHOIATHS
Muenom

[IposBu ot otaenutenHata | TyOynounTepcTunnaieH HehpuT

cucrema

I'momepynonedput(numnca va antu-A1HK)
CMmeceHa KpHOTI00yIMHEMUS
Amunounjosa

OO6cTpykTHBHA HEPpoHaTHs

Backynut Ha 650pevHu apTepuu
XUNOCTEHYPUS

XUTOKaTNEeMUsI, TIIOKO3YPHS
XunepxJopeMHYHa alu103a

AnepruyHu posiBu Yprukapus

Makyno-namnyino3eH oopuB
Enem na Quincke

Actma

KoHTtakTeH nepmarur

Crparterusi Ha TepanusTa
JledeHHeTo € MPOIBIKUTEITHO M MMa 32 11eJ1 J1a HaMaJli aKTUBHOCTTA Ha aBTOMMYHHUSI TIPOIIEC U
na 00JIEKYM CUMITTOMUTE Ha 3a00JIIBaHETO:
° IMOTUCKAHC Ha aBTOMMYHHMUS ITPOLICC, HAMAJIABAHC HAa BHE3MAJICHUCTO U IPCAOTBPATABAHEC
BB3HUKBAHETO HAa YBPEXKAaHUS B 3aCETHATUTE OpraHu

Moauduuupamu  GoJjiecTTa  aHTUPEBMAaTHMYHU  JieKapcTBa  (CUHTETUYHU
aHTUMAaJIApUIHU JIEKApCTBa, COJIM Ha 3J1aTOTO, MOTUCKAIIA UMYHHUTETA JIEKapCTBa,
MOJIyJIaTOpY Ha OMOJOTHMYHHUS OTTOBOp U Ap). ToBa JieueHre 0OMKHOBEHO C€i1a00
MIOBJIMSIBA OIUIAKBAHMATA, CBBP3aHU CBC CyXOTa M C€ IpwiIara IpH TEKKHUTE
(hopMu Ha 3a00JIIBAHETO CHC 3aCATaHE Ha CTABUTE M BHTPEITHUTE OPTaHHU.
HCIIBa (acnupun, paukodeHak, CYIHMHAAK, MUPOKCHKAM, MEJIOKCHUKaM,
HUME3YJIMJI, IeeKOKcMO W ap.) 3a oOjekyaBaHe Ha OojKaTa M OTOKa BbB
Bp3nanenute Tbkanu. HCIIBn Tps6Ba na ce u3mona3BaT BbB BBb3MOXKHO Haii-
HUCKH JI03H 3@ Bb3MOYKHO Hali-KpaTbK IIEPUOJL OT BPEME.

Koprukocrepouaure ca MOIIHO TPOTUBOBB3MAIUTETHO CPEACTBO U MOTaT Ja ce
npueMaT mpe3 ycraTa WIM KaTo MHXKeKIMoHHa ¢opma. Te ce mpuiaratr mo
OTpe/ieNIeH! CXEMM, KOUTO CE€ CTPEeMSAT Ja yNoTpeOsBaT Bb3MOXKHO Hail-HUCKH
JI03M 3a Hall-KpaTbK MEPUOJL OT BPEME,

AHTHMAJIapMiHUTE JIeKapcTBa (XUAPOKCUXJIOPOKBHH), 3JIaTHUTE Tpernapatu 1
HHUTOTOKCHYHUTE JIeKapcTBa (MMYHOCYIIPECOPH - a3aTHOIPHH, IUKI0dochamu,
uukiocnopud, MTX u 71p.) moTuckar akTHBHOCTTa Ha aBTOMMYHHHUSI MPOLIEC U
OOMKHOBEHO c€ TMpHjaraT Npu Hal-TexXKuTe (OpMU Ha 3a00JIIBAHETO CbC



3acsAraHe W Ha JIPYI'M OpraHM WM3BEH CIB3HUTE M CIIOHYEHU xuie3d. Ilanuenture
Tpsi0Ba PEIOBHO J1a c€ MOHUTOTHUPAT.

¢ (O0OJieKyaBaHE HA CUMITOMHUTE

n30ArBaHe Ha JIeKapcTBa, KOUTO 00E3BOJHSBAT OpraHu3Ma (AuypeTuld, Oera
OoKepH,  AHTHJACTIPECAHTH, AHTUXUCTAMHHH, HA3JIHH JCKOHTECTAHTH,
nepopaHi KOHTPALENTHUBH, aHKCHOJIUTULIU U AP.)

o0JIeKYaBaHE Ha CyXOTaTa B OYUTE - U30sArBa Ce MPECTOsl B TIOMEIICHUE ChC CYX,
3aJIMMEH BB3AYX, U305rBa c€ TIOTIOHOIYILEHETO; MPHUJIaraT ce U3KyCTBEHU ChII3U
Y OBJIAKHSABAIIM MEXJEMH 3a Ipe3 HOMITa, KAKTO U OYHU KANKHU ChIbPKAIIU
LUKIIOCTIOPHH.

JlokaHOTO MpHIoKeHHe Ha anda-muHojIeHOoBa kucenuHa (alpha-linolenic acid),
OT rpymata Ha omera-3 MacTHHUTE KHCEIMHHU, MMa IOJIOKUTEIeH e(eKT 3a
OT3BYYaBAaHETO HA CUMIITOMHUTE OT TMOJJICKAIIUTE BB3MAIUTEIHA MPOMEHH IPHU
CHUH/IpOMA Ha CYXO OKO.

[Tpu Hamuume Ha MHPEKIUS — JJOKAITHO KOPTUKOCTSPOUIN U/WUITH aHTUOMOTHUIIH.
XUpypru4Ho jeueHue (UMIUIaHTHpPaHE Ha CUHTETHYHU OOTYypaTOpH Ha CIb3HHUTE
KaHaJ4eTa, C LIeJ ChbXPAaHEHNE Ha MAJIKOTO [TPOU3BEIEHA COOCTBEHA Ch3a).
o0JeK4yaBaHe Ha CyXOTaTa B ycTara - TpsiOBa Jla ce MpueMar rojsiMo KOJIMYECTBO
TEYHOCTH, JIa C€ MOJIbp>Ka BUCOKA BJIIAXKHOCT HA BB3yXa U Jia C€ Cla3Ba MHOTO
no0Opa ycTHa XUTHEHa; Mpujara ce M3KyCTBEHa CIIOHKAa M MacTH 3a 360U 0e3
JETErPreHTH; CTUMYJIMpPAaHe Ha CIIOHYHHUTE JKJIE3U MOJKE Jla C€ OCBIIECTBU 4Ype3
I'bBUCHE HAa ABBKU 0€3 3axap, INIMLIEPUHOBU IHBKH, [MEHE Ha JIMMOHOB COK 0€3
MO/CJIaINTENH, )Ka0ypeHEe ChC CIEIUAIHU PA3TBOPH U JIp.

JlekapcTBa CTUMYJIHpPAILN CITIOHYHATA CEKPELUs KaTo MUJIOKAPIUH U [IEBUMEIINH;
TE3UW JIEKapCcTBa HE TpsAOBa Jla ce mpuiiaraT MpH HATWYUE Ha ChPJCYHO-CHIOBU
3a00IIBaHUS, aCTMa UJTU TI1ayKoMa.

Jlo6pu pe3ynratu ce cho011aBaT OT MPUIIATaHETO Ha OJIMO C BUCOKO ChIbpPKAHUE
Ha BUT. E.

HaBpemeHHO ¥ TpaBWIIHO JiedeHHWE Ha uecTUTe HMHPEKuuu (OaKTepHaHU WU
I'bOMYHM) HA YCTHATa KyXUHA, 3b0HUS Kaprec U 3a00sBaHUsATA HA BEHIIUTE.

3a o0JieKuaBaHE CyXoTaTa W 3allylIBaHETO Ha HOCA C€ M3II0JI3BAT CHperoBe
ChIIbPKAIM CONH, a HEe OOWYAHHWTE OTHMYLIBAIIM KalKH 3a HOC, Thii KaTo Te
W3CyIIaBar JUTraBUIlaTa.

3a MPEOJOJSIBAHE CyXOTaTa Ha KOKaTa c€ W3MOJI3BAaT PA3IMUYHU OBJIAKHSBAIIU
KpEeMOBE.

3a CyXOTaTa BbB BIArajuileTo ce MpHiarat OBIaKHSBAIIU KPEMOBE.

[TapanenHo ce nekyBart mpuapykaBamuTe cuaapoMa Ha CbOrpeH 3a00JIBaHus, KATO TUPEOUTUT
Ha XamuMoTo, TUM(}OM U CUCTEMHUTE ChbeTUHUTEITHO-ThKaHHU 3a00JIIBaHUS.

Jleuenue

He ChbIICCTBYBA CHGLII/I(I)I/I‘{HO JICYCHUC 3a CMHApOMA Ha CLOFpCH, gpe3 KOCTO Ja CC€ IMOCTUTHC
INEPMaHCHTHO BH3CTAHOBSABAHC Ha JKJIC3HATAa CCKPEIU. HpOBe)K)Ia CC JICYCHHUE CIIOpEC] BOJACIIATa
KJIMHUYHA KapTUHa U OMBa CHMITOMATHYHO U noAABbPIKAIIO:



CHUMITOMATUYHO JICYCHHUE

1. JleyeHHe HA KCEPOCTOMUSITA

1.1. IIpodunakTuka u ieueHue Ha 3IbOHUTE KApUECH.

1.2, Crumynupane Ha CIIOHYEHaTa cekpenus — ¢ ¢u3uojornyHa (AbBKa 0Oe3 3axap,
O0onOoOHM) U papmakonorununa crumysnanus (pilocarpine, bromhexine, cevimeline

1.3. Jleuenue Ha opajgHaTa KaHIWI03a.

1.4. 3amectuTenu Ha CIIOHKATa.

2. Jleuenue Ha KcepodTaamMusiTa

2.1.  3amecTuTeNH HA CHIA3UTE (M3KYCTBEHU CHII3H)

2.2.  OsnaxHsBaIIM rejose, chabpxaity Sodium hyaluronate

2.3. CpxpaHeHHE Ha CIIb3HATA CEKPEIIHs

2.4.  TlporuBoBb3nanutennu cpeacrsa — HCIIBi, koptukoctepouu, cyclosporine A

2.5.  CrumynupaHe Ha CIb3HATa CEKpEIusl.
MertoauTe 3a JeYeHHE HA CyXO OKO Ca Pa3IMYHU B 3aBHCUMOCT OT TEXKECTTa Ha CHCTOSHHETO:
MPUJIOKEHWE Ha M3KYCTBEHHM CBJI3M, TIEJOBE, OBJAKHSABALIM KaMepH, KOUTO Morar Ja ce
M3II0JI3BAT TOJIKOBA YECTO KOJIKOTO € HEOOXOIMMO, B 3aBHCUMOCT OT TE€KECTTA Ha OTNIAKBAHUSATA:
oT 1-2 mbTH HA AEH 10 HAKOJKO MbTH Ha 4yac. [Ipm Hal-TeXKHUTE ciayyau ce MMILIAHTUPAT
CUHTETUYHU OOTYpaTOpU Ha CIB3HUTE KaHAIYETa, C IIeNl ChbXPaHEeHHE Ha MaJKOTO MPOU3BE/eHA
cobctBeHa chi3a. Criope HAKOM MPOYYBaHMs, TOMMKATHOTO MpUiIarane Ha cyclosporine, kKoiTo
yBeJIMYaBa HaTypallHaTa MPOAYKIMS Ha CHJI3UTE, BOJAU 10 MOAOOpsSBaHE HA CHHIPOMA Ha CyXO
OKO, HE3aBHCHMO Jalli TOH € m3pa3eH B ciaba, cpemHa WIM TexKa creneH. JIOKamHOTO
npuiokeHne Ha anda-nmuHoneHoBa kucenuHa (alpha-linolenic acid), or rpymara Ha omera-3
MACTHUTE KHCEJIMHH, HMa TIOJOXHTEICH e(QeKT 3a OT3BYyYaBaHETO HA CHMIITOMUTE OT
MOAJICKAIUTE BB3MATUTEIIHA MPOMEHH MpHU CHUHApPOMA Ha cyxo oko. Ilpumarar ce u Toruu
KOMITPECH — TIOCTaBs C€ TOILIa, BlIaka Kbpra 3a 10 MUHYTH BHPXY KJICTIAYUTE BEIHBXK HA JICH.
[Tpunara ce u xugpokcunponun nenyinosa (Lacrisert), KOSATO ce MOCTaBs B JOJHHUSA BBTPEIICH
BI'BJI HA OKOTO. IlpW HEMmoBNHSBaHE C KOHCEPBATUBHO JICUYCHHW CE TMpUIaraT XHPYpPTHUSCKU
METOJIM, TIPU KOUTO C€ 3aTBAPAT CIB3HHUTE KaHAIU OMEPaTHBHO, KOETO BB3MPEMSTCTBA CHI3UTE
7a OTUBAT B Hoca. MimMa W HOBa, JMIO30MHA TEpaIus 3a JIedeHHue Ha cyxoTo oko Ilocnmennute
TOJUMHHU Ha Taszapa ce IMOSBU HOB JUIMO30MEH MPOAYKT 3a ,,CyX0 OKO* moj ¢dopMaTa Ha OYEH
cipeil. Tol chabpika JTUIO30MHU OT COEB JICHUTHUH, KakTO U BUuTaMuuu E u A. CripesT u30srea
Heyno0cTBaTa, CBbP3aHU C MPUIIATaHETO Ha TPAJAUIIMOHHHUTE KallKH 3a ,,CyX0 OKO", Thi KaTo ce
MpbCcKa BBPXY 3aTBOPEHU Kiienaun. [1okpaii kiienaqaust pp0 ChABPIKANIUTE CE B CIPEs JTUTIO30MHU
Ce CMECBAaT C €CTECTBEHUTE JIMIHUIU Ha CAB3HUS GUIM U TO CTaOUIN3UpaT.

[laToreHeTnyHo JsiedyeHue (c1abo MOBIMSABA OIUIAKBAHUATA, CBBP3aHU ChC CyXOTa M CE€ Mpuiara
pH TeXKUTe(HOpMHU Ha 3a00JISIBAHETO ChC 3acsraHe Ha CTABUTE U BHTPEIIHUTE OPTaHH )
Antumanapuiinu nekapctsa (hydroxychloroquine)

KopTtukocreponnu (BbB Bb3MOXKHO Hali-HUCKH JIO3H 32 Hal-KPaThK MEPHO]T OT BPEME)
Nmynocynpecopu — cyclophosphamide, azatioprine, cyclosporine A, MTX

Coun Ha 3712TOTO

MoayaaTopu HAa OMOJTOTUYHHSA OTTOBOP

HCIIBx 3a o61ekuyaBane Ha OojikaTa TpsOBa J1a ce€ M3MOJI3BAT BHB BH3MOKHO HAaW-HUCKH
7034 3a Hail-kpaThk mepuoj oT Bpeme (aspirin, diclofenac, sulindac, piroxicam,
meloxicam, nimesulide, celecoxib).

NGO~ W



KOCTHA ITATOJIOT'UA

OCTEOIIOPO3A (mo MKbB xox M80 u M81)
I. lepununms

Ocreonoposata (OII) e cucreMHO ckeleTHO 3a00JsBaHe, XapaKTEepU3Upallo ce C ITOHMKEHA
KOCTHa Maca M HapylICHHE B MUKPOApXHUTEKTypaTa Ha KOCTHATa THKaH, BOJCIIM JI0 MOBUIICHA
YYIUTMBOCT Ha KOCTUTE U pUcK oT ppaktypu (KoHcencycna kondepenmus va C30, 1993 r.).

I1. Enugemuosorus

Octeomnopo3ata e yecto 3abonsBane. Enqna ot Bceku 3 xeHu Ha Bb3pacT Haj 50 roauHu e uma
octeonopo3Ha (pakrypa, kakto u 1 Ha 5 mbxke. 200 MIIH. )KEHH ca 3acerHatute oT Ooiectra B
cBeTa. Besdka Tpera keHa M BCEKM IMETH MBX BBB Bb3pacTTa Haj 50 r. ca 3acTpaiieHu OT
octeonoposa. IIpennonara ce, ye B bwarapus 317 000 >xeHu ca ¢ ocreomnoposa, a TE3H C
ocreorieHus ca 504 000. ToBa o3nauaBa, ye 00110 0k010 820 000 OBATAPKK UMAT MTOBUIIIEH PUCK

oT (pakTypu.

° OIl 3acsra okono 75 munnona aymu B EBpona, CALLl u SAAnonus.
J Oxono 9 MWIMOHA AYIIW TOAMUIIHO IOTY4aBaT HOBH OCTEOMIOPOTHYHH (PpakTypH

— 1.4 MmunuoHa ca KJIMHUYHO NPOSBEHUTE BepTeOpaiHu GpakTypu
— 1.6 munuoHa - 6egpenurte GpakTypu
— 1.7 munuoHna - ¢ppakTypu Ha KOCTUTE Ha PBIETE.
. Ouaxksa ce 10 2050 r. yectoTara Ha GeipeHUTE PpaKkTypH B cBeTa Aa ce ysenuuu ¢ 310%

pu MbxeTe U ¢ 240 % 1rpu xeHuTe.

Buaose ocreonoposa
IIspBHYHA OCTEONIOPO3a
Ha mepBuyHara ocreonoposa ce naga Hag 95% ot cinydaurte npu skeHute U nosede ot 80% npu

Mbxke Haj 70 ronunu. Ts ce nenu Ha:

1. TlocTtmeHomay3aliHa € OCTEONOpo3ara, KOATO HACThIIBa BCIEJACTBHE HA OTIMAJAHETO Ha
siiuHukoBaTa (yHKuMa. OCHOBHa MNpuYMHA € OBP30TO HaMalsiBaHE Ha €CTPOreHUTE IpU
MeHomnay3ara. [locTMeHomay3amHaTa OCTeormopo3a ce cpelia Ipu >KeHH Ha Bb3pacT 50-65
TOJUHHU. XapakTepus3Hhpa ce C YCKOpeHa KOCTHa 3aryba, OCOOEHHO B paHHUTE TOJMHU Ha
KiuMakca. Yectu ca ppakTypuTe Ha KUTKA U MpEIICHH.

2. CeHMJIHaTa OCTEOIIOPO3a BB3HUKBA NP JKEHUTE U MBXKeTe Ha Bb3pacT Haja 70 rogunu. Tasu
¢dopma Ha ocTeonoposara € CBbp3aHa ¢ IPOMEHH, CBbP3aHU ChC cTapeeHeTo. OcBeH AepUIUTHT
Ha XOPMOHHM, 3HAUEHUE MMa M HaMaJICHUs NpPUEM Ha Kalluil ¥ BuTamMuH D, apmkamy ce Ha
HaMaJIeHOTO MM YycBosiBaHe. OcBeH (ppakTypuTe Ha MpellieHH M KUTKAa ca YeCTH U Te3U Ha
OenpeHara KOCT.



3. IOBenumHaTa OCTEOIIOpO3a € paaKa U C€ Cpfuia IIpu AeHa U MjIagr Xopa OT ABarTa I10J1a.
Bropuunara octeomnoposa
Tae IIPUYKMHCHA OT ITOJICKAaIIOo 3360J’I$IBaHe, I[e(bI/IHI/ITHI/I CbCTOSAHUA UK ITPUEM Ha JICKApPCTBaA.

[IpyunHMTE 3a BTOpPUYHA OCTEONOpPO3a MOrar na ObJaT MHOTO - XpOHMYHA OBOpedHa
HEJ0CTaThbUHOCT, XOPMOHAJIHU HapylleHus (cuHapoMm Ha KyluHr, XunepnapaTUpEeouaAu3bM,
XUIIEPTUPEOUIN3bM, XHUIOTOHAJAU3BM M 3aXapeH AuadeT), CTOMALIHO-YPEBHH 3a00JIsBaHUS,
PEBMATOMJICH apTPUT, JTYIyC EpUTEMATOIEC, JTCBKEMHUH/TUM(POMHU, MHO>KECTBEH MUEIIOM U JIp.
[IpoabipKuTENIEH NIPUEM Ha HAKOM JIEKAPCTBA MOXKE Jla JIOBEAE 10 BTOPUYHA OCTEOIOpO3a -
KOPTUKOCTEPOUHY, AHTHUKOHBYJICAHTH, MMYHOCYIIPECOPH, XOPMOHM Ha LIMTOBHJHATA XKJIE3a,
CTEPOUTHHU XOPMOHH, AaHTUIICUXOTULH, TUTHH, MTX, anTHaunaum 1 UHXUOUTOPU Ha IPOTOHHATA
[IOMIIa MOraT Ja HaMaJAT KOCTHaTa IUTbTHOCT WM Jla yBElIM4YaT pHUCKa OT (pakTypH.
3noynorpeda ¢ aJKOXOJI WIK KOHCyMalusATa Ha KOPEHUH M MyLIEHe Ha LIUrapu MOXKE J1a BIIOIIN
CBILECTBYBAILA OCTEOIIOPO3aTa.

Cumnromu Ha ocTeonopo3ara

Octeomnopo3aTta € HapedyeHa “THUXMSIT Kpajel , 3alloTo KOCTHaTa 3ary0a mnpoTuda 0Oe3
oryiakBaHus. bonkuTe ce mosBsBaT, KOraTo ca Hajuile MUKpOGPaKTypH Ha MPELUICHHUTE Tela,
MpOsBSIBAIA c€ C OOJKU B I'bpOa, KOMUTO C€ YCHJIBAT IPHU CTOEHE IMpaB U C€ YCIOKOSBAT B
JIETHAJIo moyiokeHue. HamansBaHeTo Ha KOCTHaTa mMaca Ha IPELUICHUTE MOXE Ja JoBene 0
CMayKBaHETO UM (KOMIPECUOHHU (PpaKTypH), CIIOHTAHHO WM ciief Jieka TpaBma. Okoino 70% ot
npenuieHHUTe (PpakTypu ca 0e3CHMIOTOMHH, KOETO 3aTpy[IHSBAa paHHaTa UM Auarxosa. Haii-
yecTUTe (PpakTypH ca B 00JacTTa HA MPEUUICHUTE U JIbUeBaTa KOCT Ha pbKara, a Hail-TeXKaTa €
B o0JyiacTTa Ha Oe/peHara Imuika.

II1. Inarno3a na OIl

N3amepBanero Ha KMII ¢ aBoitHoeHepruiiHa peHTreHoBa abcopoimomerpus (Dual-energy X-ray
absorptiometry, DEXA) ocraBa 31aten cTaHaapt 3a auartosa Ha OIl mpeau HaCTHIIBAHETO Ha
¢pakrypute. Ilpu TO3M MeToj ce U3MepBa KOCTHAaTa IUTBTHOCT Ha TPbOHAYHHS CTHIO U
tazobenpenara craBa. KMII, usmepena upe3 DEXA, ciyxu cblIo 3a OlIEHKa Ha (PpaKkTypHHUS
PHUCK U MOHUTOpUpaHE Ha €EeKTa OT JIEUEHHUETO.

JHedununus va C30 3a nmparoeete Ha KMIT (u3mepena ¢ nentpanna DXA):

"  HOpMAaJHa: T-score >-1.0 SD

= ocreoneHus: T-score <-1.0SD >-2.5SD

= ocreomnopo3a: T-score<-2.5SD

" TeXKa ocTeornopo3sa: T-score < -2.5 SD u npexuBsiHa OCTEONOPOTHYHA PpaKTypa

YaTpa3BykoBO M3CjIeBaHe — HaA PbBIE U NE€Ta € CKPUHUHIOBO M YCTAaHOBSIBA PHUCKA OT
octeornoposa. KonmmuecTBeHUAT yATpa3BYK € CPEACTBO 3a OlleHKa Ha (PaKTypHUSI PUCK U TIOJI00D
Ha kanaupatute 3a neHtpasiHa DEXA. Toii He Moxe Ja ce M3I0J3Ba 3a JAMArHOCTUKAa Ha



0CTeornopo3ara, HO ce IpernopbyBa KaTo CPEACTBO 3a IMMbPBUYEH CKPUHUHTH M € TOKa3aTeln 3a
CTENeHTa Ha PPaKTYPHUS PUCK.

KoanuecrtBena komniorspHa Tomorpagus (Quantitative computed tomography, QCT) e
Pa3HOBHUIHOCT Ha KOMIIOTbpHaTa ToMorpadusa. C MeToza MoXke Jja ce perucTpupa MUHepajIHaTa
KOCTHA TUTBTHOCT Ha BCSKA €HA 4acT OT TSUI0TO. Tst Moke Ja Oble HeHTpaiHa (MpEeLnuIeHd) U
nepudepna. Ilepudepnara kommyectBeHa kommorbpHa Tomorpadus (pQCT) e uscnensane,
KOETO Ce IIPOBEXJIA PAJKO U € CKBII0, U3M0I3BAT C€ MO-BUCOKHM JI03M Ha pajualus U € ¢ IoMajka
ToyHOCT 0T DXA.

BuoxumMu4Hu u3c/IeBaHUS 32 ONpe/ieNsiHE Ha ChABPKAHUETO Ha Kanuus, pocdopa u kanuii-
peryiaupamnuTe XOpMOHHU B KPBBTA.

Juarno3a OIl Moke na ce mpueMe M NPH HAIMYHA  OCTEONOPOTHYHA (HHCKOCHEPrHIHA)
¢bpakTypa, ycTaHOBEHA IIPH IMperJiea Wi MOTBhPCHA Ype3 MEIUIIMHCKA JOKYMEHTAITHSI.

IV. Ouenka Ha ¢ppakTypHusI pUCK
Ouenkara Ha (paktypaus puck FRAX (Fracture Risk Assessment Tool) e komimoThpHO-0a3upan
anroputreM (http://www.shef.ac.uk/FRAX), paspaborer or C30. Toii BKIOYBA 3HAYEHHETO Ha

KMII u gpyru knMHUYHHA pUCKOBH (paktopu B 1mmdpoB m3pa3 3a oueHka Ha 10-ropmmmHara
BEPOSITHOCT 32 HACTHIIBaHE HA 3HAYMMAa OCTEONOPOTHYHA (hpakTypa (O6eapo, KITMHIHA BepTeOpaiHa,
paMeHHa KOCT WM mpeaMuiiHuna) u 10-roguiiHata BEpOSTHOCT OT OenapeHa ¢pakTypa Ipu
narentu ¢ Ol

B noBeuero HammoHanmHu pbKOBOJICTBa FRAX e mpenopbsuBaH MeTON 3a OLEHKA Ha (hpaKTypHHS
PHUCK M € BKJIFOYEH B MHIUKALMUTE, ONpeessIii He00X0IMMOCTTa OT (hapMaKoJIOrMYHa Teparnus Ha
OIL

N3nonszsaiiku FRAX kankynatop, Excnieptausar cbBet omnpenenst 10-roquniHust puck ot royisimMa
ocreonopotnyHa ¢paktypa ot 10% kato HuCHK, 10-20% — KaTO CpeneH pPHCK, U MPH MOBEYE OT
20% win T-ckop mo-MarbK WM paBeH Ha —2.5, niu aHamHesa 3a OIl ¢paktypa — KaTo BUCOK
PUCK.

V. IIpopuiakTuka u JiedeHHEe HA 0CTE0II0Po3aTa
1. IlpopuniaakTuka
OcHoBHH 1eIn
e [locTurane Ha onTUMaJIHAa MTMKOBA KOCTHA Maca B MJIaZia Bb3pacT

e [loBnausBaHe Ha PUCKOBUTE (aKTOpW, MMAIM OTHOIIEHHE KbM KOCTHAaTa Maca,
KaueCTBOTO Ha KOCTTa M 4YecToTara Ha I[IaJlaHuATa - OIPAaHWYaBaHE Ha
HeOJIaronpusATHOTO BJIMSHHE Ha MOJUISKAIIUTE Ha MPOMSHA PUCKOBH (AKTOpU U


http://www.shef.ac.uk/FRAX

YBCIIMYaBaHEC Ha IMPOTCKTHBHUTEC (baKTOpI/I. OcHoBHa ¢ pojsiTa Ha XPaHCHCTO MU
ABUTATCIIHUA PCIKUM.

2. CTparterusi Ha TepanusaTa
N3060pbT Ha JIEKAPCTBO 3aBUCH OT CJIeJHUTE (pakTOopu:
e Iloa
o Calcitonin, estrogen, estrogen agonists/antagonists u ibandronate ce u3smosasBar
camo TpH KEHU
o Oudocdonaru, denosumab, u teriparatide ce U3MOAZBAT MIPH KEHU U MBKE
e Bmn3pacr
e HacrbnBaHe Ha MeHoONay3a
o [lpuHIMIHO, MpEeMEHONAY3alHUTE XCHH HE TpsAOBa Ja MpUeMar JIeKapcTBa 3a
JIeYeHHE Ha OCTEOIOPO3a
e TexecT HA ocTeonmopo3ara
o Iloanexamm 3a0onssBaHus
o IlepcoHajHM MpeINOYUTAHUS
Cnopen usuckBanuara Ha H30K neuenuero ce HazHayaBa OT peBMATOJIOT MW €HIOKPUHOJIOT.
Ha neuenne kpM H30K ca camo marmuenTu ¢ T-score ¢ wim nox /-2,5/, uamepen Ha DXA Ha
LEHTPAJIHU MECTA - MIPEIJICH! WK OelpeHa muiika.

3. JleueHue
OcHoBHa neua — J[a ce npeoTBpaTH Bb3HUKBAHETO Ha (hpaKTypH.

Kaauuii u Buramun /|
e He TpsiOBa Ja ce U3MOI3YBAT CAMOCTOSTENHO 3a iedyeHne Ha Ol
e 3acMaT BaXHO MSCTO Karo ChHITBTCTBYBAIIM CpPEACTBA KBbM OCHOBHATA
AHTHOCTEOTIOPOTUYHA TEPATTHSL.
3a Bcuuku nanueHTtu ¢ Oll ce mpenoppruBa MuHMManeH aHeBeH npueM Ha 1000 mg kanuwmii, 800
Ul Butamuu D u 1 g/kg TenecHo Teriio 6enThK (ChUETaHO OT XpaHaTa U ¢ JT00ABKH).
Buramun /{
® Hali-IOCTHIHUAT KIMHUYEH MOKa3aTel 3a cTaTyca Ha BUTaMUH /| € cepyMHOTO HUBO Ha
250HD. Konnenrpamun wa 25(0OH)D <30 ng/ml (75 nmol/L) ca wuxmukatop Ha
HEJO0CTAaThYHOCT.

L] I/IS‘II/ICJ'IGHI/ITG Cpe)IHI/I HpeHOp’I)'-II/ITeJ'IHI/I 03U 3a BLSpaCTHI/I, C KOUTO aa C€ ITOCTHUTHAT
cepyman HuBa Ha 250HD ot 30 ng/ml (75 nmol/L) Bw3mm3ar Ha 800 no 1000 ME/nH.
ButamuH /. [Ipu mamuentu cbe 3atinbersBane, OIl, HemocTaThbuHA CIbHYCBA CBETIIMHA,
Maabcopbrus o3ata Moxe na ce mosumiu 10 2000 1U/qHeBHO BHTamuH /.

[Mpenaparute ButamuH /| ca nocTeiHu B q8e Gpopmu - ButamuH [l» (ergocalciferol) u Butamun
J13 (cholecalciferol). INpunarar ce u nepuBarute Ha ButamuH JI- alfacalcidol u calcitriol.



[IpoGneMbT mpH TIX € MO-BUCOKHUIT PUCK OT XUIEPKATIMEMUS M XHUIEPKAILUYpHUs, KOETO
M3HCKBA MO-4ecT J1abopaTopeH KOHTPOIL.

Heduuutst Ha But. D e pu 60% oT sxeHuTe B MeHoMay3a u pu 97% OT jKeHUTE, MpeThpIien
¢bpaktypu. ETo 3amo ot ocobeHa BaXKHOCT € JONBJIHUTETHHIT mpueM Ha Buramun D. Tlpu
nepurut Ha But. D ce npenopruBa gaeen npuem Ha 3000-4000 [U/nHeBHO 32 0K0IIO 2 Mecera,
nocneaBanu ot 1500-2000 IU/nHeBHO B MPOABIKEHNE HA TOIUHHU.

Buramun K2

Wrpae BaxxHa poJisi B KOCTHUSI METAOOJIM3bM, KaTo NMOTUCKA OCTEOKJIAcTHATa JU(epeHIanus 1
[OJIIOMara ocTeo0JIacTHaTa MaTypalusi U aKTMBHOCT, CHMHTE3a HAa OCTCOKAJIMH U HEeroBaTa
KapOoKcuianusi, KOETO OCHUIypsiBa CBBP3BAHETO HAa  KallMsg M TPAHCIOPTHUPAHETO MY OT
KpBbBOOOpAIIEHHETO KbM KOCTHUS MaTpukc. [Ipenoppuntennure gHeBHU 103U ca 45-75 mcg.
Wma cunternunn u HatypanHu ¢(opmu Ha Butamun K2 (menakmHon). Harypamnure
NPUTESKABAT peaulia NpeAuMcTBa (MO-IBJIBI OUOJOTHYCH IOMY)KUBOT, MOCTOSHHH CEPYMHHU
HHMBa, JIMICAa HA OTPUIATENHO B3aUMOJCHCTBHE C aHTHKoarynaHTtH). ChllecTBYBaT W
KOMOMHUpAaHU T[Ipenapatd, ChAbpXKamuM Kauuui, ButamuH J| u  ButamuHn K2 B
IIPENOPBUUTEIIHUTE JHEBHU J1O3H.

Haii-o0mo nexapcTBara 3a OCTeomnmopo3a ce JeIsIT Ha aHTHpe30pOTUBHH /OudocdoHaTw,
nenozymad, SERMs/, koctonsrpaxaaiiy.

Nuxuduropu Ha KOCcTHATa pe3opouus

budocponaru

Karo 3maten craHmapT B JIeUEHHETO c€ Tpuema rpymnara Ha OudochoHaTUTE, KOUTO ca
KJIAaCMYECKH aHTUPE30pOTHBHM JieKapcTBa. JlekapcTBeHUTE UM (POPMU ca pa3InYHU: TaOJIETKH 3a
cenmuyer (alendronic acid) u meceuen npuem (ibandronic acid), a ceio u Gopma 3a BEHO3HO
NpUIIOKEHHEe Ha BcekH Tpu Meceira (ibandronic acid).

budoconature ca xumHueckd CTaOWJIIHM JepuBaTH Ha HEOpraHWuyHUs mnupodocdart,
cpabpxkaniy P-C-P Bpb3ka. Te ce xapakTepusupar ¢ BUCOK apUHUTET KbM KOCTHOTO MHUHEPAIIHO
BEIIECTBO, NpeQepeHInaTH0 HAaTPyIIBaHE B MeECTaTa Ha aKTHBHO KOCTHO PEMOJICIHpAHE |
MOIITHO TIOTUCKAHE Ha KOCTHATa Pe30pOIIHs.

3a neuenue Ha OII ce nznonsysar

e Alendronic acid (MKb M80.0, M80.1, M81.0, M81.2) - nHec ce mpuiara npeIuMHO B
eHOKpaTHa cenMu4Ha j03a oT 70 mg. ChinecTByBa U B KOMOMHANUs ¢ BUTaMuH [] —
2800 u 5600 UL,

¢ Alendronic acid/colecalciferol (MKBb M80.0, M80.1, M81.0, M&81.1)



o Ibandronic acid (MKBb M80.0, M80.1, M81.0, M81.2) - npunara ce B HHTEPMHUTECHTCH
nepopaiieH npueM ot 150 mg 1 mbT Meceyno wiu 3 mg/3 Ml MHTPaBEHO3HO BEAHBXK Ha 3
Mmecena. [lokazan e camo 3a MOCTMEHOIAy3aJlHa OCTEONOpO3a C JoKa3zaHa €(PEeKTUBHOCT IO
OTHOIIIGHHE TMpeloTBparTsaBaHe Ha BepreOpanHu ¢pakrypu. EdekTbT  1mo oTHoOmIEHHE
MpeIoTBpaTsABaHe Ha HeBepTeOpaHU (PpaKkTypu € YCTAaHOBEH caMo Ipu Haimuuue Ha T-score -2,5
SD na rppOHaka ¥ Ha mpesuecTBany GpakTypu Ha MPELUICHUTE WM Ipu T-score Ha IsUI0TO
6enpo nox -3,0 SD.

B MHOro mpoy4BaHus € A0Ka3aHa TIXHATa BUCOKA €(PEKTUBHOCT OTHOCHO PEAYKIIMATA HA PUCKA
oT BepreOpanHu U HeBepreOpamuu ¢paktypu. Ilpum Bcmukum Tsax (6e3 ibandronic acid) e
yCTaHOBEHO HAMaJICHUE W Ha PUCKa OT cuynBaHWs Ha OeapeHata mmiika. Jledennero ¢ b® Bonu
U 110 porpecuBHO yBeianueHne Ha KMIT Ha BCHUKH U3CieIBaHN MECTA.

3a IIPpaBUJIHOTO UM IPHIIOKCHUC € HCO6XOI[I/IMO 3aBbJDKUTCIHO KOM6I/IHI/IpaHe C BUTaMHUH l[ n
CBCHTYAJIHO KaJIIUCBU ,Z[O68.BKI/I.

IIpenopbku 3a JieyeHue:

budocdonarure ca mbpBa JIMHUA TeparIeBTUYHA Bb3MOXKHOCT IIPU:

e [locTmeHonay3ajiHa 0OCTEONOPO3a

e (CeHuIHA OCTEOIIOPO3a

e Ocreonoposa pu MbKe

e JledyeHue Ha NIIOKOKOPTUKOUA-UHIYLIHPAHA OCTEONIOPO3a IIPU KEHU U MBKE.

e KocT-npoTekTuBHA Tepanus Npu nanueHTd, craprtupamy 'K yiedenme, ¢ mnoBuieH
¢bpakTypeH puck (marMeHTH, MpUeMaIy > 5 mg/aH. prednisone WK HETOB €KBUBAJICHT B
npobiDKeHre Ha 3 U nmoBede Mecena, ¢ FRAX unzaekc 3a ppakrypa Ha 6eapo > 3%).

IIporuBonoka3anus 3a jiedyenue ¢ bd:

e [lanmenTtu ¢ 6BOpEUHO yBpeXIaHe, MPU KOUTO CKOPOCTTA Ha TIoMepyiHa QuiTpamnus e
oz 30-35 ml/min

e JKenu, nnanupaiiu 6peMeHHOCT, OpEMEHHH UITH KbPMEIIH

e Xumnokanuuemus W BuTaMuH J[ HemoctarhbuHOCT (HEOOXOOMMA € KOPEKIHS TPEIH
3aImoYBaHe Ha JICYEHUETO)

e Ocreomararus

Ilpu neuenue c nepopannu bP:

e [lanuenTu cbe 3a00JIBaHUS HAa XpAaHOIIPOBOJIa U aKTHBHA si3B€Ha 00JiecT
e [lanuenTH, KOUTO HE MOTAT J1a CTOST MpPaBH MoHe | yac.
TpsabBa na ce u30sTrBa TAXHOTO NPUIIOKEHUE MIPH )KEHU B JE€TEPOIHA Bb3pacT, UMAWKH MPEIBU]

ABJITHUA UM IMOJTY)KUBOT U Bb3MOKHOCTTA [1a TPpEMUHABAT NPC3 IJIALICHTApHATA 6apHepa.



Hexenann jiekapcTBEeHH PeaKINu:
e Ocreonekposa Ha uyearocTTa (MHOTO HucKa yecToTa - 1/100,000 mpu maruentu ¢ OIT).

e Octbp unpnamaropen orrosop - 10% - 30% ot nanueHture noiayyaBaT ocTpodazoBa
peakuus (mpexozeH (GeOpPUIMTET, aTPAITHH, MUAITHH, TJIaBOOOJHE, TPHUIIOMOANOHU
CHMIITOMH) ITpU IIbpBaTa HHOY3Us Ha a30T-Chabpxkan] bd. YecToTara HamaisBa moBeye
oT 50% IpH BCSIKO clieABAaILlO BIMBAHE.

e OuHo BB3nANICHUE (KOHIOHKTUBUT, YBEUT, CIIUCKICPUT M CKICPUT) — OTHOCHUTEITHO PSIIIBK
cTpaHuueH eekT, HabIo1aBalll Ce U IPU OPaTHO U MHTPABEHO3HO IPUJIOKEHUE.

e Jlpyru MOTCHIMAIHU YCIOXHEHUS OT JiedeHneTo ¢ b®d - npa3HeHe Ha TOPHUTE OTNIEIH Ha
racTpO-MHTECTUHAIHHS TPaKT, e3o(dareayHu yilepanndd, pak Ha XpaHomnpoBona (mpu
OpaJIHO MPHUJIOKEHHUE), U3pa3eHa MYCKYJIHOCKeJIeTHA 0O0JIKa, XUIIOKAIIUEMHUsi, OOpHBH,
cyOTpoxanTepHH QpakTypu (IIpU MPOIBIKUTEITHO IPHIOKEHUE).

Karo usno b® ce xapakrepusupar ¢ OnaronpusiteH npodun Ha Oe3omacHocT. CTpaHUYHUTE
SIBJICHUsI OOMKHOBEHO €A JICKH, OBP30MPEXOIHH U HE H3UCKBAT CITUPAHE HA TePaIUsiTA.

Denosumab (MKb M80.0,M80.1,M80.8,M81.0,M81.1,M81.8)

Denosumab e 4oBemko MOHOKJIOHATHO aHTHTSUIO 1gG2, mpoM3BENCHO B KIIEThYHA JIMHHS OT
003alfHUK (KJIETKH OT AWYHUK Ha KUTalcKu Xamcrep) upe3 pekomObuHantHa JJHK texnonorus,
HAacOYEHO Cpellly JIMTaHAa Ha pelenTOpHUs akTUBaTop Ha HykieapHus @axtop kB (RANKL),
koeto npenorBpaTsia B3aumojeincTBueTo Ha RANKL ¢ RANK, HeroBus penentop BBPXY
ocreoknactute (OK) wu Texuute mpekypcopu. Ilo To3u HauuH OJOKUpa Y3psBaHETO,
mudepeHunanuaTa, (yHKIMiITa U npexuBseMocrta Ha OK, koero Boau 110 e(eKTHBHO
MOTUCKAaHE Ha  KOCTHaTa pe3opOuusi, Obp3o mnoBumenue Ha KMII u peaykuus Ha

ocreonopo3Hute ppakrypu. Mma nokazan edekr BbpXy TpabekyaapHaTta M KOpTHKaIHAaTa KOCT.

B 3-romumuoro perucrpaunonHo mnpoyusane FREEDOM e ycTaHOBEHO CUTHH(PHKAHTHO
HaMaJleHHe Ha npeuuieHHuTe ppaxktypu ¢ 68%, Ha HeBepTeOpatHuTe — ¢ 20% u Ha OeapeHure —
¢ 40%, B cpaBHeHue ¢ manedo. IIpoawsmkaBamarta epeKTUBHOCT BB BPEMETO Ha Ta3H TEpaIus
€ JoKa3aHa oT usHeceHuTe npe3 2013 roauHu 8-roguIIHM pe3yiaTaTH OT MPOABIDKEHUATA Ha
FREEDOM, kouto moka3Bar HenpekbcHaTo mopuineHue Ha KMII Ha mpenutenu (16,5%) u
oeapo (6,8%).
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e JleyeHne Ha OCTEONOpO3a NpPU KEHH B TOCTMEHONAy3a M TNPH MBXKE, U3JI0KECHH Ha
MOBHIIEH PUCK OT (pakTypH. llpu >keHn B mocTMmeHomaysa, Prolia 3HaunmMo HamaisiBa
pucka OT (pakTypu Ha TPEUUICHUTE, HENpPENUICHHH (pakTypd Hu (QpakTypu Ha
Ta3zo0epeHara cTaBa.

o Jleuenue Ha 3ary0a Ha KOCTHO BEILIECTBO, CBBP3aHO C XOPMOHAIHA a0Ianus Ipu MbXKeE C
KapIMHOM Ha TPOCTaTaTa, M3JI0KEHH Ha IMOBHIICH PHCK OT ¢paktypu. Ilpm mbxke c
KaplIUHOM Ha IpocTaTaTa, HoJTydaBally XOpMOHaiIHa abnanus, Prolia 3HaunMo HamansBa
pHCcKa OT (paKTypH Ha MPEIUICHHUTE.

o Jleuenne Ha 3aryba Ha KOCTHO BEILECTBO, CBBbpP3aHa C MPOIBIDKUTEIHA CHUCTEMHA
TIIIOKOKOPTUKOWIHA TEPAHsl IPU Bb3PACTHH MAMEHTH C MOBHUIIIEH PUCK OT GpakTypa

e Denosumab He moBnusBa 3a31paBsBAHETO HA KOCTTa M MOXKE Aa ObJe MpHiaraH Ciex
OPTONEINYHU OTIEPALIMH U IIPH NAIIMEHTH C IPECHH (PpaKTypH.

Denosumab (amm. 60 mQ) ce nmpuiara B 103a 60 My MOIK0KHO HA BCEKH 6 Mecela.

IIpornBonoka3anus 3a jedenue ¢ Denosumab
e XwunokajanuemMuss W BuTamMMH J| HemocrarhuHOCT (HEOOXOAMMA € KOPEKIHS Mpean
3a[I0YBaHE Ha JICYEHUETO)
e [lanmenTtu nox 18 roauiiHa Bb3pact

Hexenann JIEKAPCTBCHU pCaKIIUM:

® HE3HAYMMO YyBEJIHMYEHA YECTOTa Ha AUXATEIHUTE U YPUHAPHUTE UH(DEKIINH
®  IENYNIHUT, €K3eMa

e 00puBu

e craBHa OOJIKa

CeJIeKTUBHY MOIYJIATOPH Ha ecTporeHoBuTe penentopu (SERMs)

IIpencraBisBaT HEXOPMOHAJIHU MPOAYKTH, KOUTO CE€ CBBP3BAT C €CTPOICHHUTE PELENTOPU MU
JeiCTBAaT KaTO arOHUCTHU WJIM aHTarOHUCTH, B 3aBUCUMOCT OT TapreTHara ThbKaH. Te ympaxHsaBaT
€CTPOreH-arOHUCTUYEH €(EeKT CIPSIMO KOCTHaTa ThbKaH M BOJAT /0 IOTHCKAaHE HAa KOCTHOTO
pemMojenupaHe [0 MPEMEHONAy3alHO HHUBO Ype3  IOHWKEHME Ha  aKTMBHOCTTAa Ha
OCTEOKJIACTUTE U CBIICBPEMEHHO MOJJAbpXKaHE Ha ¢uznonornyHata (QyHKIUS Ha
ocreobnacture. Mmar ectporeH-aHTaroHMCTU4YeH e(eKT BbPXY €HIOMETPUYyMa U MIICUHHUTE
KJI€3H, KOETO BOJM JI0 MOHM)KEHA YECTOTa U MPOrpecusi Ha MHBa3MBHHUS KapIIMHOM Ha I'bpJaTa.

[ToHmwkaBar pHcKa OT MNPEUUICHHW (QPaKTypH TPH IOCTMEHONAY3alHH J>KeHHW (BKJI. BBB
BHUCOKOPHCKOBHU MOATPYIH) M PUCKa OT HeBepTeOpanHu ¢paxrypu (camo npu Bazedoxifen B
noJ0paHu TPyIIn).



['pynata Ha CeJNEKTHBHUTE MOIYJATOPH HAa ECTPOTCHOBUTE PELENTOPH C€ MPEICTaBs OT
Raloxifene n Bazedoxifene, kouTo aeiicTBaT KaTO aHTAarOHUCTH HAa €CTPOTEHHUTE PEICHTOPH

Raloxifene xato equanuna Tabnerka 60 mg/mH
IIpornBomoKka3aHus 3a JieyeHHe:
e  [IpeM HACTHIIBAHE HA MCHOIAy3ara IPH KEHUTE
e  [pe/lIecTBalll BEHO3EH TPOMOOEMOOIH3bM
e orpannueHa OBOpeYHa WU YepHOAPOoOHA PyHKIKS (BKII. XO0JIecTas3a)
®  HEHM3SICHEHO MaTOYHO KPHBOTCUCHHUE

He:xenanu jiekapcTBeHH peaKIuu:
® BEHO3EH TPOMOOEMOOIU3bM
® KpaMmIld Ha MyCKYJIUTE Ha KpaKaTa

® TOIIJIM BbJIHU

XopMOHAJIHA 3aMeCTUTETHA Tepanus

[Mopaau 3HAYMTETHATA YECTOTA HA CEPUO3HUTE HENKEIAHU JICKAPCTBEHH peakuuu (KOpOHApPHU
WHIMICHTH, WHCYJITH, KapUMHOM Ha T'bpJa ¥ CHIOMETPHUYM), JHEC ECTPOreHHTE HE ce
MPEropbYUBAT 3a MPUIIOKEHUE ¢ 11e] npodrakTuka u edenue Ha OIL. [Ipunarar ce 3a nedeHue
Ha TEXBK MOCTKIMMAKTEPUYEH CUHAPOM.

Kaauuronun

Ot romu 2012 roguna w3nonsBaHero My 3a JiedeHne Ha OII He ce mpemopbuBa mnopanu
YCTaHOBEHA MOBUILEHA YECTOTA HA HSAKOW BUJIOBE KaPIIMHOMM.

OCHOBHY NOKAa3aHUA 32 NPUJIOKEHHE OCTaBaT:

e Octpa ocTeonopoTHdHa (PpaKkTypa ¢ U3pa3eH O0JIKOB CHHIAPOM

e bouecr Ha [lenker

Anromuctpodus

e XunepkajauueMus ¢ pa3IudyeH Npou3XoJ
IMpunara ce B kparku KypcoBe (1 Mecem) muTpanazanHo moj ¢opmara Ha mmpeir (200 ME
JHEBHO) WK uikekironHo (amm. 100 ME — o cxema).

CTuMYyJ1aTOPH HA KOCTHOTO M3IPaKIaHe
— MBIXEC U )KCHHU
MenTuau Ha maparupeonanus xopmon (MTX)

I/IHTepMI/ITeHTHOTO MNPpUIIOKCHUC Ha IITX mox (I)opMaTa Ha C©XKCIHCBHH INOJKOXXHHW HMHIXXCKIINH
IIOBHIIIaBa 6p0${ M aKTUBHOCTTA HA OCTE00IaCTUTE U BOIU 1O YBCIIMYCHA KMII u HO,I[06peHI/Ie Ha



MHUKPOApXUTEKTypaTa KakTo Ha TpaOeKylapHaTa, Taka M Ha KOpTHKaiHaTa KocT. OCHOBHAaTa
WHIUKAIus 3a npuioxenue Ha PTH e BUCOKHAT GpakTypeH pUcK:

® TAIMEHTH C MPEAXOTHU PPAKTYPH

® C HHCKa KOCTHA Maca M

® C MHOXXECTBCHH PHCKOBHU (PaKTOPH.

Teriparatide (20 mcg/80 ul) e mokasan 3a jJeycHHE HAa OCTEOIOPO3a MPH IMOCTMCHOIAY3aIHU
KEHH W TIpU MBXE C TOBHIICH PHUCK OT Qpaktypu. [Ipum mocTMeHONay3aaHH >XEHH €
HAOJIOZIaBaHO 3HAYHMTEIHO pEIylUpaHe YecToTaTa Ha BepPTEOpaHUTE W HEBEPTEOpATHH
(dbpakTypH, HO HE ¥ Te3U Ha OepeHara KOcCT.

KiuHMYHO NpUIoKeHue:

e JicUEHHE Ha OCTEOINopo3a MPHU MOCTMEHOIMY3aIHU XEHU M MBXKE C MOBUIIEH PUCK OT
bpakTypu
e JIeYCHHWE Ha OCTEONOpO3a, CBBpP3aHa C MPOIBIDKHTEIHO CHCTEMHO JICUCHHE C
TIIFOKOKOPTUKOUIM TIPH KEHU M MBXKE C MOBUIIEH PUCK OT (hpaKkTypu
[Ipunara ce xaro cuHTeTHYCH aMuHO-TepMuHaieH ¢pparment, hPTH (1-34) na IITX B moza 20
LLg JAHEBHO MOAKOKHO. MakcumanHaTa o0Iia MpOoABDKUTETHOCT Ha JICYEHUETO Ce OrpaHuyaBa
IO 2 TOOWHMU.

Strontium ranelate Beue He ce u3MOII3Ba 3a JieueHHE HA OCTEONOPO3a.

Jloxkaan3upanu ¢dopmMu Ha 0CTEONIOPO3a

Aaromucrpodus (PeduiekcHa cumnaTukoBa qucTpodus)

IIpencraBnsBa CHHAPOM Ha ABIATOTpaiiHa 0oJIKa B JaJieH KpalHMK, 4YECTO Mapela 1o Xapakrep,
MIOPOJICHA OT PA3JIMYHU MPUYMHU U BKJIIOYBAIIA Pa3jJU4YHU CETUBHHM, MOTOPHH, BET€TaTUBHU U
tpoduunu npomenu (1989 r.).

Nuarnocruynu kpurepuu ( McCarty, 1993)
1. Bonka B 3acerHatusi KpaiHUK
2. Bazomoropuu cumnTomu — ¢QeHomeH Ha Raynaud, Ba3zokoHCTpHKIHS,
Ba30/MIIaTalUs, XUIIEPXUAPO3a
3. OTtoK — orpaHmueHH WK AuQy3eH
4. JluctpoduyHHU KOKHU IPOMEHH

Jleyenue:
1. HCIIBx — npu nexu Gpopmu
2. Calcitonin - kpatku KypcoBe, 1o cxema.



3. Ilpu memoBmusBane ot 1. u 2. — Giokagu o Meroaa Ha Hanington u Kiff — Dilzem
25 mg Gokaaa mpe3 JieH.

Boaecr na Paget (Osteitis deformans)
Omnpenenst ce kato AeopMupai] OCTEUT C HENO3HATa E€TUOJIOTHs, ¢ MO3aWyHa KapTHHA Ha
€IHOBPEMEHHO Pa3BHBAILM CE OTHHIIHA KOCTHA pe30pOLus W KOCTHO oOpa3yBaHEe C M3pa3eHa
¢ubposza. Yecro mpornya OE3CHMMOTOMHO, MOPAAM KOETO peayiHaTa 4YecToTa € HEM3BECTHA.
Perucrpupanara uecrora B Aurnus u CALLl e 1-4 % ot xopata Hag 45rox. [IpeumyiectseHo ce
3acaraT MbXKeTe.
Jnaruo3sa:

e Penrrenorpapun

e Cnemuduunn J1abOpaTOpPHU H3CIIEABAHUS — KOCTHAa Qpakius Ha anmkaiHa ¢docdarasa,

MapKepH 3a KOCTHa OOMsTHA

JledeHnneTo e CTPOro MHIMBHIYAIM3UPAHO Upe3 00€300IIMBallH, KAIUTOHMH — 0 CXeMa, KPATKH
kypcose (1 mecen) u 6udpochonaru.

OcTeoHnekpo3a

Omnpenenst ce KaTo JIOKAJIM3UpaHa CMBPT Ha KJIEThYHU E€JIEMEHTH Ha KOCTTa B pe3yJTaT Ha
HapymeHuss B KpbBocHaOasBanero. HaOnromaBa ce mpu peauma aBTOMMYHHHM, XPOHUYHU
BB3MAINUTEIHN CTABHU M YPEBHU 3a00JIIBaHUs, META0OIUTHY 3a00JI1BaHUs, XeMOIIATHH, TYMOPH,
eMOO0JIM3BM OT Pa3MyeH MPOU3XO0J, JICYEHUE C TNIIOKOKOPTHUKOMIM, LIUTOCTATULIA, OPEMEHHOCT,
panuanus, ajlkoxoiau3bM U Ap. JlmarHosara ce MOCTaBsl ype3 peHTreHorpapuu, CUUHTUTpadus,
KAT, SAIMP. JleyeHuero ce mpoBexkaa ¢ 00e300isBaIly, KaJIUTOHWH- MO CXE€Ma, KPaTKH
kypcose (1 mecerr), budochoHaTH, XUPYPTHIHO.



MEKOTBKAHEH PEBMATU3BM

JIOKAJIHU, PETUOHAJIHU U TEHEPAJIN3UPAHU BOJIKOBU
CUHAPOMMU

I. Jlokanuu 00JIKOBH CHHIPOMM - BKIIFOUBAT YBPEAH HA CYXOXWIHS, OYypCH, CTABHHU KarCYIIH,
dacuu, TOKAIU3UPaHU IPOMEHH B CKEJIETHUTE MYCKYJIM U HEPBHO-MYCKYJTHOTO MpEAaBaHe.
Bbonecture Ha MyCKyJIHO-CKEJIeTHATa CUCTEMa M CheIMHUTEIHATA ThKAaH ca MPUETU U KOJUpPaHU
B Mexnynaponnara kiacudukamus Ha Oonectute (MKDB). bonectuTe Ha MekuTe ThKaHU ca
KaTeropu3MpaHy B OTAEIHA CEKIUs Kato ,,bonectu Ha myckymure” (M60-63) (b), ,,boaectu Ha
CUHOBHSATa U cyxoxwunusara” (M65-78) u ,,JIpyru mexkorvkannu yBpenu” (M70-79). Uma
JOMBJIHATENTHA CEeKIus ,,J[pyru yBpean Ha MYCKYJTHO-CKEJIETHaTa CUCTEMa U CheIUHUTEIHATA
ThKkan” (M95-99).

Bonkara e ocHOBEH CUMIITOM Ha MEKOTHKAHHHUTE YBPEIH.

1. Knacupukanusita Ha JIOKAJHUTE MYCKYJIHO-CKeJIeTHH 00JIKOBH CMHIPOMHU Ce OCHOBaBa
Ha:

® MCECTaTa Ha JIOKaJIu3alus Ha 60JIKaTa;

e Ha crenu(pUIHATE ThKaHHW, KOUTO 00XBaIIa,

e Ha cujara Ha OonKaTa U MNpUAPYKABAIIUTC OIJIAKBAHUS

® Ha IpOABIKUTCIHOCTTA HA Ooukara.

B 3aBucumocT ot MMPOABIDKUTCIIHOCTTA CHU Ooskara e:

e ocTpa— J0 2 CeAMMUIIH,

e mnojocTpa 2-12 cenmuiy,

® XPOHHYHA — MTOBEYE OT 12 ceaMuIIu.

VYBpeaure Ha MEKUTE TBKAaHM Ca pPE3yJNTaT OT Bb3MAJICHUE, ACTEHEpalus, pas3TaraHe WIH
pynrypa.

B 3aBucumocT OT BHMJAa Ha 3acerHatata TbKaH MpPHU JIOKATHUTE OOJKOBH CHUHAPOMHU Ce€
YCTaHOBSABAT IMPOMEHU HA CYXOXXWIMS, JUTAMEHTH, MYCKYNIM, Karcynu, OypcH, (acuuu u

budpoxpyms.

Jleuenunero e c HCIIBx (diclofenac, piroxicam, ketoprofen, nimezulide) u koptukoctepouau.
Koprukocrepouau 3a okanno npuwioxenue: methylprednisolone, betamethasone.

I1. PernonajiHu 00J1KOBHM CHHIPOMH
Pernonannute 0OIKOBU CHHIPOMU CE€ XapaKTEPHU3UPAT ¢ OOJKU B OMpe/eieHa 00JIacT Ha TAIIOTO
C TIO-IITUPOKO PA3MPOCTPAHEHHUE OT JOKaTHaTa OoyKa. Pa3ensit ce Ha CIETHUTE TPYIIH:

e (OOJIKHU B IIIMATA;



e 0OJKH B I'bpoa;

e OOJIKHU B KPBCTA;

e muodaciuaieH 00JIKOB CHHIPOM.
Bonkure B mmsTa, Thpba M KpPBCTa Cca CUMIITOM Ha pa3iuyHu 3a0oisiBaHus. B MHOro or
CIly4auTe €THOJIOTHSTa OCTaBa HEM3BECTHA. BB3HMKBAT BBHB BCSKA YacT HA rbpOa (MIMiHATA,
rpbAHATA WIK JTyMOOCaKpaiHaTa), HO Haif-4ecTo — B KPBCTA.
BoJsiectHocTTa OT 60JKHM B KpbheTa oOxBarmia 10 80% oT HaceneHuero. 3aboaeBaemMoctTa € 10 5%
roguirHo. bonecTHOCTTa OT OOJNIKM B mIMsATa € Majko mo-Hucka. HapactBa crmex 30 romumniaa
BB3pACT U JIOCTUTA CBOSI MAKCHUMYM OKOJO 55 — 64 roaunu. [Ipuumnaure 3a Gosiku B repda u
KpbCTa Ce Pa3IeisT Ha:

CTpyKTYypHH: JleTeHepaTUBHU 3a00JiABaHMs, CIHUHAJIHA CTEHO3a, BPOJCHU AaHOMAIIUU,
MuodaciaieH CHHIPOM, TpaBMaTHUHU YBpeXIaHUsS U (GpakTypu, KUPOCKOINO3a,
CHOHIMJIONKCTE3a, JUCKOBA XEPHHUS, JUCKOB MpoJianc, 0onect Ha Scheuermann, axoHapoIIa3usl.
HecTpykrypHu (He CBBp3aHU ¢ TPHOHAYHHS CTHJIO): HEOIUIa3MH (ITbPBUYHU, METACTATHYHHU),
WH(DEKIMH, OCTCOMUEIHT, MapacliMHAJICH U enuaypaicH adciec, CenTHYeH, TyOSpKYyI03eH WIN
AQHKHMJIO3UpAI] CTIOHIWINT, aXE3UBEH apaXHOUIUT, PEBMATOUACH apTPUT, CIIOHAMIAPTPOIIATHH,
cunpoM Ha Reiter, 3a001sBaHUsT HA BBTPEIIHUTE OPTaHU, MPOCTATUT, CHIOMETPUT, AaHEBPU3MA
Ha KOpeMHaTa aopTa, MaHKpPeaTUT, MEeNTUYHA sI3Ba, XOJEIUCTUT, OBOpEYHH U EHIOKPUHHU
3a00NIBaHUS, AKpOMETaus, XHUIEepHapaTUupPeounu3bM, XHUIEPTHPEOUANU3bM, METaO0OIUTHHUTE
3a00IABaHMs Ha KOCTUTE, OcTeonopo3a u Oonect Ha Paget.

JAMarHocTUYHHA MeTOAU NPH 00JIKH B I'bp0a

1. AnamHe3a

2. PeBMATOJIOTHYHHMSAT MperJiel JaBa Bb3MOXKHOCT JIa C€ OIEHU KIIMHMYHATA XapaKTePUCTHKA U
MECTOTIOJIOKEHUETO Ha 0oJIKaTa, MOJABUKHOCTTA B CHOTBETHHUS OTJE] HAa IPbOHAYHUS CTHJIO U
o0emMa Ha JBIKEHUSTA, UpaJuaIusaTa Ha 00JKaTa, CKOBAHOCTTA U CHA3bMa Ha MYCKYJIUTE.

3. HeBpo1oru4yHHMSAT MperJie] 1aBa Bb3MOXKHOCT J1a C€ YCTaHOBH HEBPOJIOTUYHHS 1e(DULIUT.

4.HeBpousobpa3zsiBamm Mmeroau. Ilpunmarat ce penrredorpadpus, KAT, MPT wnmm
CIMHTUTPpa(CKO U3CiIeBaHe HAa TPbOHAYHUS CTHIIO.

5. EMI u3caeaBaHeTo € aOCOIIOTHO MHIUIIMPAHO IPU OTHAHA HEBPOJOTMYHA CHMITOMATHKA:
6. YcranoBsiBaHe Ha 00Jie3HEHUTe TOYKHM - JIOJOPUMETHP — Ipar Ha OoJjKaTa MO-HUCHK OT 4
kg/cm? e xpuTepwmii 3a puGpOMHUANTHSL..

7. JlabopaTopHUTE METOAH

8. Koncyaranmuu ¢ Apyru cnenmaaucTu

JudepeHnuanna 1Mario3a Ha 60JKuTe B rbpda

o TpaBMaTUYHUTE yBpEKIAHUSA
AHKHUIIO3UPALIUAT CIIOHAUIUT
CunapomsT Ha Reiter
CepoHeraTuBHH CIIOHAUJIAPTPONIATUN
AIXE3UBHUSAT apaxHOUJIUT

o O O O



EnnoxpunHu 3a00y1sBaHUs

MeTaboauTHUTE 3a00I9BaHNSI HA KOCTUTE

Bonectra Ha Scheuermann

Axonaponnasuara

Kokcaprtpo3zara, roHapTpo3ara u mepuapTpUThT Ha Ta300eapeHara cTaBa
CobaoBuTte 3a00J1s9BaHUs

[IspBUYHUTE WK METACTATUYHU TYMOPH

Bonkara npu HIKou 3a00JsIBAHNUS HA BETPEIIHUTE OPraHu

O O O O O 0O O O

JleyeHne — mnbpBa JIHHUA

1. AnaareTuuu

Paracetamol (o 1000 mg nHEBHO) MOXeE Ja Ce MPUIIOKHU TP cliadba Ooska
Dihydrocodeine

Tramadol (50 — 400 mg xHEeBHO)

Oxycodone

Tramadol/paracetamol komouuamus (37,5 mg/325 mg).

Kombunayusma Tramadol/paracetamol e mokasaHa 3a jieueHHe Ha yMepeHa 0 CHJIHA OOJIKa.

[IperopbuBa ce HavanHaTa j03a Ja € OT 2 Tabn aHeBHO. Ilpum HeoOXommumocT morar na Obaar
pUeTH 10 8 TaOJIETKN JHEBHO. MIHTEpBATBT MEXy OTICITHHUTE O3 HE TPsSOBa J1a € IMO-MabK
ot 8 yaca. Paratramol e nocrased Ha Il mo3unus B creiadara Ha aHanrerunure Ha C30.

2. HecTepouaHu NPOTHBOBB3NAIUTETHH JE€KAPCTBA
JlekapcTBa Ha IPBU M300p ca
e Celecoxib B mo3a 200 — 400 mg aHEBHO

e Aceclofenac 200 mg nHeBHO

e Nimesulide B mo3a 100 — 200 mg nHEBHO

e Ketoprofen 150 mg nueBHO

e Naproxen B go3a 500 — 1250 mg qHeBHO

e Piroxicam B mo3a 10 — 20 mg gHEBHO

e lbuprofen B 1o3a ot 1200 g0 2400 mg aHEBHO
e Tenoxicam B mo3a 10 — 20 mg qHEBHO

e Diclofenac B no3a 75 — 150 mg aHeBHO

e Indomethacin B go3a 75 — 200 mg aHEBHO

3. MyCKyJIHU peJIaKCAHTH

Tizanidine (12-24 mg ngHeBHO) ce mpujara NMpH MAIMEHTH ¢ HeBpomatHa Ooika u OOJKH B
rep0Oa. [oaTHCKa NOMMCHHANTHYHNUTE CTUHATHA MEXaHU3MH, CBBP3aHH C MMOBHIICHUS MYCKYJIEH
TOHYC, KaTo TIOBJIHMsIBAa OCBOOOXKJABAHETO HA Bb30YHN aMUHOKHCEITMHHA OT HHTEPHEBPOHHTE.

Tetrazepam (50 — 100 mg aHeBHO) MoBIHMsBa 100pe CMa3bMa Ha MapaBepTEOPATHUTE MYCKYIIH
Y TIOBMILIaBa IIpara Ha OoJIKara.



4. CbBpeMEeHHOTO JieYeHHe HA HEBPONAaTHATA 00JIKA € CHMIITOMHO OPHEHTHPAHO.

AnonunusTa ce nosnussa ot lidocaine, lamotrigine, gabapentin, amitriptyline, oxycodone u
oxycodone-komOuHaIMH, cTpeikaiiata 6oika — ot carbamazepine, phenytoin, lamotrigine,
BaJmpoaru u gabapentin; napemiara 6onka — ot amitriptyline u gabapentin, Hesponarnara
0oJIKa ce MOBJIMABA OT HAKOJIKO OCHOBHHU TPYITH JIEKAPCTBA: aHTUICTIPECAHTH, aHTUKOHBYJICAHTH,
MeMOpaHHO-cTabum3upamy jgekapcta, NMDA antaronucT, andaz agpeHepruyHu aroHUCTH
u '’AMKSg aronuctu.

Ilpy OMCKOBM XEPHHUM/IIPOTPY3UU C KOMIIPECHS Ha HEPBHU KOpeHUYeTa ¢ H00Bp edekr ca
CNUIAYPAIHO  NPUIOKEHHTE  BOJHO  Pa3TBOPHUMU  KOPTHKOCTEPOMIH  IIpe3  JEH,
methylprednisolone B go3a 40 — 80 mg aueBHO, 5 — 7 1HU

Ipuaara ce Mannitol 10% - 500 ml qaeBHO MHTpaBeHO3HO Ha OaBHa Kanka 5 — 7 IHU.

W360pbT Ha JIEKapCTBO € B 3aBHCUMOCT OT NpPUYMHATA HA BH3HUKBAaHE HAa OONKUTE B Ir'bpda H
KpbCTa, TSAXHATa MPOABIDKUTETHOCT W cwia. Kpurtepuure 3a oreHKa Ha €QEKTHBHOCTTA €
HamassiBaHe Ha OoJyikaTa, MOBHINABaHEe Ha oOeMa Ha (u3MYecKa aKTHBHOCT M BPBIIAHE KbM
paboTHUS TpoIIec.

MuodacuuasieHn 00JIKOB CHHIAPOM
TpurepHuTe TOUKH MOXKE J1a C€ aKTUBHPAT BB BCAKA BBH3PACT ¢ MpeaAusieKius KbM cpeanara (31
1o 50 roauHu), KOraTo >KM3HEHaTa aKTUBHOCT € MaKCHMallHa, KaTo mpeo0saiaBa >KeHCKUAT TOJ.
CpoTHOIICHHETO Ha 3a0osenure xKeHu:Mbxe ¢ 1-2,4:1. Muodacuuanaute TT ce akTuBHUpaT OT
XPOHUYHO TpaBMaTH3MpPaHE HAa MYCKYJIUTE NPH Y€CTH MUKPOTPABMH, HETIPaBUIHA pabOTHA 11034,
CTpec, TPEBOKHOCT U JPYTH.
Kpurepumn 3a nuarsnosa:
I'osiemu kpuTepuu

e 1. CrioHTaHHa peruoHaiHa 60yKa

e 2. CrnoHTaHHa 00JKa M YyBCTBUTEIHOCT B 00JacTTa OKOJIO TPUIepHaTa TOUKa

e 3. TlannupaHe Ha YIUTBTHEHUE B MOJUIEKAIINS MYCKYJ

e 4. Jloxanmu3upana 6oxe3neHoct B TT

e 5. HamansaBane Ha o6eMa Ha IBH)KEHUE B M3clie/iBaHaTa 001acT
Mauku KpuTepun

e 1. Cnonrranna Oonka npu mannamus Ha TT

e 2. VYcranoBsiBaHe Ha JaTeHTHU TT upe3 manmanus 1o Xoja Ha HHCEPIUATa Ha MyCKYyJia

e 3. HamansBane Ha OojkaTa OT JIOKaJHO WHXXEKTHpaHe WK (UIMOTEpaneBTUUYHN

MPOIIETYPH/CTPEUNHT.

JlekapcTBeHa Tepanus HAa MUOpACHUATHUSA 00JIKOB CHHAPOM — IbPBA JIUHUS
Bxumrousa:
e Amnanrerunm — methamizole, paracetamol



Hecrepouanu npoTHBOBB3MAINTEIHY JiekapcTBa (HCMBA) —
e Ketoprofen 150 mg nueBHO
e Naproxen B mo3a 500 — 1250 mg qHEeBHO
e Piroxicam B mo3a 10 — 20 mg 1HEBHO
e Ibuprofen B go3a ot 1200 g0 2400 mg nHEBHO
e Tenoxicam B go3a 10 — 20 mg AHEBHO
e Diclofenac B no3a 75 — 150 mg aHeBHO
e Indomethacin B no3a 75 — 200 mg aHEBHO
e Nimezulid 100 mg naeBHO
® KOPTHUKOCTEPOM/IH.
JlokanmHoTO MHXXeKTHpaHe B akTUBHUTE 1T ce U3BbIBA C pajlYHU JIEKApCTBA:
e KpaTKO WM JBJITOJCHCTBAIIN aHAITeTUIM - methamizole,
e crepounn - betamethazone,
e HCIIBxa — ketoprofen, diclofenac
e OOTYJMHOB TOKCHH.

Unxextupanero B TT uma mexanmdeH u XumuueH edekT. MexaHudyHHUAT e(eKT Ha
MHXEKTUPAHETO C€ ChCTOM B MEXaHM4YHO pasmupsiBaHe Ha TT M MeXxaHWYHO pa3KbCBaHE Ha
XpOHUYHHSA OOJIKOB CHHAPOM, JEMOJIApU3UpaHe Ha HepBHUTE (UOpHU upe3 HaBIM3aHE Ha
BBTPEKJICTHYCH Kanuii. Upe3 XUMUYHHTE €PEeKTH HAa WHKCKTHPAHETO CE IOCTHTra JIOKAJTHA
BazoAMJIATAIlMA U 00€300JIs1BaHe.

JlexapcTBa Ha BTOpHU uU300p ca nokanHo npwiaranute HCIIBa nox ¢opmara Ha reimoBe win
VHTBEHTH, KOUTO B HIKOU CITydad UMaT 3HAYUTEIICH e(DeKT.

I1I. I'enepanusupanu 001K0BH cHHAPOMHU. PuOpoMHUaAITHS

dubdpomuanrusita (OPM) e 1o6pe opopMeH, HeCTaBeH PEBMATHYUCH CHH/IPOM.

B nocnexHuTe roaMHu ce cuuTa, ye ce Kacae 3a 6osnect GuOpoMHanrus, KOSITO € CbBKYIHOCT OT
¢byHkuoHanHu cuHapomu. dubpomuanrusara (PM) e mHMpoko pasnpocTpaHeHa W oOXBalla
pasnuuHU Bb3pacToBU rpynu. Haii-uecto ce cpema mexay 20 u 50 roauirHa BB3pacT. 3acsra
KEHU U MBXe B choTHomeHue 9:1 o 20:1. Ot ®M crpanar 7 no 10 MiIH. aMmepHUKaHIIU, KOETO €
3 o 6 % ot nonynamusTa. Hima onpeneneHna eTHUYECKa MPEAUCIO3UIIUSA.

Kpurepunre 3a 1uarsosa

[IpeioskeHn ca 3a IBPBU BT OT aMEPUKAHCKUS KOJIEX Mo peBmarosnorus mpes 1990 r.
3a00JsBaHETO ce XapaKTepus3npa ¢ reHepalu3upaHd MYCKYJIHHU OOJKM U OO0JIKa MpU MEXaHWYeH
Hatuck B 11 ot 18 Gonesnenn Touku. ITanmanusaTa B Te3u TOUkHM e ¢ Hatnuck 4 kg/cm?. TIpu ®M
TparsT Ha 60nKa e mo-Mambk oT 4 kg/cm?. 3mepsar ce ¢ J0JT0pUMETED.

1. IIbpBu kpuTepuii - Abn00Ka, MUdy3Ha OOJiKa B JACHATa, JiIBaTa 4acT Ha TSUIOTO WM
JBYCTpaHHO, MOHSKOTa oracpaila, B 00JacTTa Ha IIMHHUSA, TPBHAHUS WU MOSICHUSI OTIEN Ha
rppOHAUHUA CTHJIO, UM IpeIHaTa YacT Ha TPbAHUA Koll. boakoBuTe cumnTomu TpsGBa 1a ca ¢
MIPOIBIKUTEIIHOCT Hal-MaJIKO 3 Mecela.

2. Bropu kpuTepuii - 60JIKH1, IpOBOKMpaHU Hail-Manko B 11 ot 18 Gone3HeHu TOUKH:



HoBute kputepuute ot 2010 r ca:
e Hamnune Ha xpoHuyHa nu¢ys3Ha Oonka B 7 wid moBede oT 19 permoHa oT YOBEMIKOTO
TSI TIpe3 MOoCcjeIHATa CeIMUIIA U
e HaJIMYME Ha MOBEYC WM PaBHH HA 5 TOUKM 10 KoMOMHMpaHa ckaina (SS — Severity Scale)
3a OLIEHKa Ha yMOpa, HEOCBEXAaBalla MOYMBKA, KOTHUTUBHUA CHMIITOMHU (BCEKH OT TPHUTE
CHMIITOMA C€ OIEHSBa C MAaKCUMyM 3 TOYKM) M HaJIM4YHEe HA COMATHYHH CHUMIITOMH -
KopeMHa 0oJika, fenpecusi, raaBodonue (1=ma, 0=He, 00110 MAKCUMYM 3 TOYKH)
WIH
® HaIMYME HAa XpOHMYHA MUQy3HaA Oosika B 3 10 6 peruoHa u
® HAIMYME HA [TOBEYE WM PaBHHU HA 9 TOUKH 110 KOMOMHHpaHAaTa CKaja.
Mxcumanaust O6poi Touku € 31 — 19 3a Bcuuku Oone3HeHM PEerrHoHH + 12 TOYKM 32 BCHYKH
CHMITTOMH.
Crenenra Ha omakBanusTa 3a SS — Severity Scale ca:
e () TOYKHU — HIMA OILTAKBAaHE,
e | Touka — JIEKO U3Pa3CHO OILIAKBAHE,
e 2 TOYKHU — CPEJHO U3PA3CHO OILIAKBAHE,
e 3 TOYKHM — CWJIHO U3PA3€HO OIIAKBaHE
e OcCHOBHA KJIVMHHYHA XAPAKTEPHCTHKA € HAIUYMETO HAa OOJIC3HCHW TOYKH B
OIIPEJICJICHU MECTa I10 TSJIO0TO, KOMTO ¢4 U3TOYHHK Ha CKOBAHOCT U TUCKOM(DOPT.

Te uecro ce cpyeraBaT ¢ NAJINUPYEMHU MEKOTHKAHHU YITbTHEHHMs B TOYKara Ha OoJjkaTa,
Hape4eHH ,,MHUOTeJI03U”

Hespomnarnata Oonka ce MOBiIMSABAa OT HSAKOJIKO OCHOBHHU TPYIU J€KapCTBa: aHTUICIPECAHTH,
aHTUKOHBYJICAHTH, MeMOpaHHO-cTabmin3upamu Jjekapctsa, NMDA antaronucru, andaz
aapenepruvyau aroHuctu u ['’AMKg aronuctu.

JlekapcTBeHa Tepanusi — MbpPBa JIMHUS

[ToBnusBa HeBponaTHaTa 00JKa, JETTPECUBHUTE MPOMEHH, TPOMEHHUTE B CHHS.

1. AHTHACTIPpECAHTH.

1.1. TpuUMKJIMYHU AHTHAENPECAHTH OT AaAMHUTPUNTWIMHOB THN - amitriptyline,
clomipramine, imipramine, trimipramine. Te nmoBuIaBaT HUBOTO Ha CEPOTOHUH B MO3bUHHTE
CTPYKTYpH. 3HaeM, 4e CEPOTOHUHBT MMa IMOJOXHUTENICH ePeKT BbPXY KOHTpOJIa Ha OOJIKaTa u
chbHS. TPHUIMKIMYHUTE AHTUICTIPECAHTH OT AMUTPUITWIMHOB THUI MOJITHCKAT TMPEIUMHO
00paTHOTO BpBIIIaHE Ha CEPOTOHHUH M B MMO-Ci1a0da CTENECH Ha HOPAJAPCHAIMH B aKcolUla3mMara Ha
[EHTPAJTHUTE MOHOAMUHOEPTUYHN HEBPOHU. VIMar aHaNreTW4eH U CedaTUBEH e(eKT, KOMTO ce
nposiBsiBa cieq 10-14 nHeBHa Tepanus M Ce IBJDKM Ha aJanTHBHATa peryianus B Opos Ha
MOHOepruyHuTe pernentopu. OCHOBEH MpeAcTaBUTeN € amitriptyline

1.2. CenexruBHu MAO- unxuduropu — moclobemid.

To3u kiac nekapcTBa, HHXHOUpPAT 00OpaTHMO €H3MMa MOHOAMHHOOKCHIA3a A, KOHTO e
OTrOBOPEH 3a JCCTPYKIHUATA HA HEBPOTCHHHTE aMHUHU B CHHANTHYHOTO MPOCTPAHCTBO U



MOCTCUHANTHYHATA MeMOpaHa. Te HaMaisBarT NECTPyKIHMSTa HAa MOHOAMHHUTE W TakKa
MOBHIIIABAT HUBOTO UM B CHHAIITHYHOTO MTPOCTPAHCTBO.

Moclobemid e HoBa reHepamuss OT Ta3u Tpyma ChC CEIEKTHBEH €(QEKT BBPXY
MOHOAaMUHOOKcH1a3ata. [loBuWIaBa KOHIIGHTpanMsITa HAa CEPOTOHWH, JIONIAMUH,
aJipeHAIMH W HOPAJpPCHAIMH M HaMalsiBa TeXHUs MeTaboiam3bM B Mo3bka U [IHC mpu
OM.

1.3. CejleKTHBHM MHXHOMTOPH HAa 00paTHOTO 3axBaimiaHe Ha ceporonmHa (SSRI) -
citalopram, fluoxetine.

bnokupar oOpaTHus 3axBaT Ha CEPOTOHUH B aKCOIUIa3MaTa Ha CEPOTOHUHOBHUTE HEBPOHU

Ha [IHC. CepoTOHUHBT ce HATpyIBa B CHHAIITUYHOTO MPOCTPAHCTBO U JEHCTBA TPEAUMHO
a"TUaenpecuBHo. VimMat nmuMuTHpaH edekT mpu JjedeHuero Ha OomHm ¢ OM, mopamu
cenekTUBHUS eekT crpsimo ceporonnna B LIHC.

1.4. CeleKTHBEH aHTArOHUCT M pebNTelK HHXUoUTOp -trazodone.

B Hucku no3u trazodone mposiBsiBa anTaroHu3bsM KbM 5-HT-2A-penentopute 3a CEpOTOHUH B
IIOCTCHHAIICA, KOETO ONpEAEIs N3pa3eHa aHKCHOIN3a U €yXUIIHOTUYHO AcicTBue. HIUpEeKTeH
5-HT-2A1 aHTaroHu3b»M B IPUCHCTBUETO HAa CEPOTOHUH BOAM JI0 OBUIIaBaHE Ipara Ha OoJikara
U aHTUJICTIPECUBHO JACHUCTBHE.

1.5. Muxubutopu Ha oOpPaTHOTO 3aXBalllaHe HA HOPAJAPEHAJMHA U CEPOTOHMHA
(SNRI) - milnacipran, venlafaxine.

EdextnBHu ca 3a neuenne Ha @M ca HOBHUTE CENEKTHBHH MHXHOUTOPH HAa OOPaTHOTO
3axBalllaHE Ha CEPOTOHMH M HOPAAPEHAIMH, KOWUTO HMAaT I[O-MaJKO HEXeJaH!
JIEKapCTBEHM pEaKUMHM OT TPHUIMKIMYHUTE aHTHAenpecaHTu. Milnacipran uHxXxuOupa
oOpaTHOTO 3axBamiaHe Ha HopajapeHanuH u ceporoHuH B [[HC. B rtepanmeBTuunu n03u
unxubupa N-methyl-D-aspartate-perientopure. AKTHBHO jAeicTBaIiaTa CyOCTaHIIUS Ha
venlafaxin u axktuBHHAT MeTabonutT O-desmethylvenlafaxine usbuparenno Omokupar
YCBOSIBAHETO HAa CEPOTOHMH B aKcoIUIa3Mara Ha cepoTOHMHepruuHuTe HespoHu B LIHC.
EdexTpT My BbpXy OosikaTa ce ABDKM Ha NOTEHIMpaHe Ha HEBPOTpPAaHCMHUTEpHATa
aktuBHocT Ha I[HC. Ilpmmara ce B mo3za 75-150 mg nueBHOo. MMma edexT u BBpXY
JIENPECUBHUTE MPOSIBU

2. AHTHeNWJIeNTHYHN JIEKAPCTBA ¢ aHajreTn4eH edekt — pregabalin

Pregabalin uma Bucok apuHHTET Ha CBBp3BaHE Ha aida-2-AeiTa PelenTOPUTE Ha KAIHEBUTE
kaHanu Ha I{HC, B pe3ynrar Ha KoeTo HamalsiBa MH(QIJIyKca Ha KalllMeBU HOHU B HEPBHUTE
OKOHYaHUSl U HMBOTO Ha HEBpOTpaHCMHUTEpUTEe riiyramaT u cyOctanuus P. Toii e cTpykrypen
JiepuBaT Ha raMma-aMMHoMacieHnara kucenuHa (GABA). Pregabalin karo MoHOTepanusi HamaisiBa
cusiaTa Ha OoJIKaTa M MOBJHUSABA IPOMEHHUTE B ChHS M yMOpaTa - KJIIFOYOBU CUMITTOMU Tipu OM.

3. Xunnoruuu — zolpidem, zopiclone.

be3cbHHeTO € Baxke€H CHMITOM, KOWTO HapyuiaBa koMmdopra Ha OomHute ¢ OM.
HeGen3oaunazenuHoBuTe ceaTuBHEU cpeacTBa zolpidem wu zopiclon ymbikaBaT ChHS, HO He
MOBJIMSIBAT OCTaHaIUTe cumMnToMu Ha OM, mopagum KOeTo TAXHOTO MPHIIOKEHHE KaTo



MOHOTEpAIHus € JUMUTAPAHO. [T0AX0IS1I10 € KOMOMHUPAHETO ¢ APYTH JISKApCTBa 3a MOBJIUSIBAHE
Ha OoJiKaTta -TpUIMKINYHE aHTUAepecanTH, ibuprofen u anda-2-nenra muranam

4. MuopeaakcanTu - tizanidine - niearpanen anda-2-aapeHEpruueH aroHKUCT.

5. Onuouanu anaarerunm — tramadol moxxe na ce xkomOunupa ¢ SNRI 3a mo mo0Opo
MOBJIMSIBAHE HA BCHYKH CHMITTOMH.

6. AHecTeTHIIN — JIOKAJIHO MH)KEKTUpaHe Ha TpurepHute Touku c lidocaine

Kpurtepuure 3a onjeHka Ha e()eKTHBHOCTTA ca [OBHIIIABaHE HA Ipara Ha OOJIKa, HaMaJsIBaHE
Ha XpoTuuHata audydHa OOJika, MOBUIIIABAHE HAa KAYECTBOTO Ha ChHHS, HaAMalsBaHE Ha
JICTIPECUBHUTE MPOSIBH.



KPUCTAJIHU APTPOITATUHA

HOJAI'PA

l. Jepuunums

Ilogarpata € MeTabOMUTHO BB3MAIUTEIHO CTAaBHO 3a00JsIBaHE, XapaKTEpU3UPAIIO CE C
HaTpyIBaHE Ha Kpucranu MoHoHaTpueB ypar (MHY) B cTaBu M OKOJOCTaBHU CTPYKTYpU NpHU
cepyMHH HHMBa Ha nukouyHa kucenuHa (IIK), nHazBumaBamm Qu3noNornyHus mpar Ha
Pa3TBOPUMOCT.

Ts e ywacT OT rpymara Ha KpPUCTAJHUTE apTponaTuM (CBbp3aHM C HAaTpyNBaHE Ha: KaJlUeB
nupodochaTt IMXUIPaT; OCHOBEH KaiaueB (ocdar (amatuT); KaJalHeB OKCallaT) U € CBbp3aHa, OT
eIHa CTpaHa, ¢ XUIMEPHPOIYKIMs UM HaMajieHa EKCKPEIUs W ¢ META0OJUTHUSI CUHAPOM, OT
npyra. PazButuero Ha nojarpaTa € CBbpP3aHO U ¢ reHeTHYHH (akTopu. B bbarapus okono 10%
OT HAacCeJCHHWETO MMa TeHeTH4YHo oOycioBena mosumeHna [IK B cepyma, 6e3 ToBa ma Boau 110
MOBHUIIIEHA 3a00JIeBaEMOCT OT ITO/Iarpa.

UYectorara Ha OosecTTa MOCTENEHHO CE€ yBEIMYaBa Mpe3 MOCe- HUTE HAKOJKO JCKaIu. 3acsra
MPEeAUMHO MBXE, KaTO OTHOIIEHHWETO MbxXkekeHu € 9:1. MeHomay3ara yBeinuaBa pHCKa 3a
pa3BuTHE Ha nojarpa npu xenute. Cropen nocneanure npoyusanus yecrorara B CAILl e 3.9%
OT BB3PACTHOTO HAceJIeHUE, KOETO € OKO- JIo 8.3 MJIH. YoBeKa, BB BenukoOpurtanus — 1.4% ot
HaceJjie- HUETO, KaTo ¢ HalpeIBaHe Ha Bb3pacTTa cTUra 10 7% npu MBKeTe HaJl 75 roj. Bb3pacT.
B nsxou erHuyecku rpynu, kato Maopute B HoBa 3emannus, yecrorara Bapupa oT 6.1% B
obmrara momynanus 10 70% mpu MBKeTe Ha Bb3PacT HajA 75 TOJUHHU.

Il. Ctparterus 3a noBeaeHue npu nojaarpa
ITocTaBsiHe HA AMArHO3aTa

35aTeH CTaHJIapT 3a MOCTaBsSHE Ha JMar’osa Inojarpa € m3oiupaHeTo Ha kpuctaiu MHY or
CTaBHa TEYHOCT WJIM ThKaHHa Ouomncusa. ToBa TpsiOBa na ObAe pyTHHHA Ipolenypa, Tbid KaTo
OOMKHOBEHO c€ T0CiIeBa OT JO’)KUBOTHA ypaT-nioHmkaBamia tepanus (YIIT).

Hsikou enemeHTH OT UCTOpHsATA Ha 3a00JSBaHETO B ChUETAHHE C JAaHHU OT (PU3UKAIHUS Mperie]
MoraT Ja BIs3aT B ChOOpakeHHWE NpU IOCTABIHETO Ha JAMarHo3aTa — BHe3allHa IosiBa Ha
OIJIaKBa- HUATA, OTOK M 3auyepBsABaHE, AHTAKHUpAIIM IbpBa MeTaTap3oda- JaHreaqHa WM
Tap3ajHa CTaBa, 3a€JHO C aHaMHE3a 3a MPEeAXO0IHU MOA00HHU ortakBaHus. V3BecTHO e, ye TakaBa
XapaKTepUCTHKA Ha CaMOOTPAaHMUABAlll CE CHHOBUT C €pPUTEMA CE€ Cpellla U MpU APYTUKpUCTAII-
CBBbpP3aHU CUHOBUTH (HampuMep KaiueB nupodocharauxuipar-cBbp3aHusi CHHOBUT WM T.Hap.
MICEBJIONIOAArpa), Cem- TUYEH WJIM PEaKTUBEH apTpPUT. AHra)XMpaHETO Ha I'bpBa MeTaTap-
30(hayaHreasHa cTaBa M YCTAHOBSIBAHETO Ha TO(GU MpH (HU3MKAIHUS TPErie] MpaBu TuarHoara
omre no-curypHa. Ho anraxupanetro Ha mbpBa MeTaTap3odaliaHreajHa cTaBa C OTOK U



BB3naieHue ce cpe- ma g0 20-25% ot kpu3uTe U 32 TOBa € HEOOXOIUMO J1a C€ ThPCH IOPAKEHUE
Ha KOSTO U Jja € CTaBa.

BonnuTe ¢ momarpa Morat a mpeMUHAT MPe3 HAKOJIKO KIIMHUYHU CTaus:
* AcUMITOMaTHYHA XUIIEPYPUKEMUS

* OcThp noAarpo3eH apTpuT

* MexaynpucThIleH Nepruo

* XpoHnnyHa noxarpa c¢/6e3 Todpu

JlaGopaTopHu M3cJIeABAHUS

XurepypukeMusita € OCHOBEH PHCKOB (hakTop 3a pasBuTHe Ha momarpa. OT IpoBeleHH
CMUIEMUOJIOTHYHN IPOYYBAHMS € YCTaHO- BEHO, Y€ IPU XOpa C MEPCUCTHpAIa XUIIEPYPUKEMHSI
>9 mg/dl, puckbT ot pazButue Ha nogarpa e 20%.

[IpoMeHU BBB BBHIIHMTE YCIOBUS Ha cpefara IMPOMEHST pa3TBO- PUMOCTTAa Ha HATPyHaHUTE
B [I0-T0JIsIMa KOHIIEHTpalus HoHu. ToBa Boau 10 KpucranooOpa3yBaHe U Bb3HUKBAHE Ha CTaBHA
kpu3a. [Ipomenu, Bozemu 10 auug03a, ca:

* Tecun 00yBKH
* MexaHW4YHO HATOBApBaHE — MPOIBIDKUTEIHO XOJICHE U yMOopa

J[MEeTUYHHU IPEIIKU
*['nmanyBane, 0bp30 oTCIabBaHe
< Kaxna

*debOpunureT

OO0pa3um usciaenBanus

MHoro 4ecTo KpHUCTaJlHATa apTpomnarus e cMeceHa (YpaTHU+KaNIIMEBO-
nupodocdaTH + KaNUeBO-amaTUTHU KPUCTalK). 3aToBa poNiATa Ha KOHBEHI[MOHATHATa
peHTreHorpadusi B AMArHOCTUIIMPAHETO Ha IOJAarpara € BaKHO, OIlle MOBeYe 4Ye PEeHTIeHOr-
padckuTe MpoMeHu (epo3uBHA apTpomnatus 6e3 MepruapTUKyIapHa OCTEONEHHS, C €PO3UBHH WM
CKJICPOTUYHU TpaHUIFM, MCEKOTHKAHHW 3aCCHYBAHHA W MApTHHAITHU OCTGO(l)I/ITI/I) HaCTbhIIBAT
TOJIMHU CJIe W3sBaTa Ha TOJAarpO3HUTE KpH3W (CpeaHo 5 ToaumHu), Korato Ooyiec- TTa €
MpeMuHajIa KbM XpOHUYHATa cH ¢aza ¢ uiau 6e3 hopMupaneTo Ha ToPH .

ITonkoxxHUTEe TOGU MOrar Jja ce YCTaHOBST NpH (GU3UKAIHUA mperyea. Upes oOpa3sHU MeTOIH,
kato craBHa exorpadus, SIMP, KT wu aBoitHo-eHepruitHa kommoTbpHa ToMorpacdwus (dual-
energy CT), MoraT 1a ce BU3yaJIu3upar IbJI00KH YpaTHH JCTIO3UTH.

CraBHara CXOFpa(I)I/Iﬂ € Hall-IOCTHIHMUSAT U €BTUH METO/I B KJIM- HUUHATa IMpaKTHKa.



Exorpadcku npomenu noj ¢opMarta Ha KPUCTAIHU JICTIO3UTH - IBOEH KOHTYP U XUIEPEXOreHHU
CeHKH, KakTo U power Doppler curnan - ce ycTaHOBABAT U NMPU MHOTO PaHHUTE CTAJIUU Ha
rojarpara, Jopu Ipu Xopa ¢ aCUMITOMaTHYHA XUMlepypuKkeMusi. ToBa MOke Ja € ToKa3aHue 3a
3arl0YBAaHE HA YpaTOIOHUKAaBaIlla Teparusl.

ITomarpara e KpucTajaHa apTponaTus, 3a Hest Baxkat kpurtepuute Ha McCarthy ot 1993 1. ¢
HSIKOM BapHALIMU:

Bxmousar 3 rpynu kpurepuu — I, I u 111

I.YcTaHoBsiBaHe HA KPUCTAJIM B OMONITAT OT CHHOBMSI
II.YcraHoBsIBaHE HA KPUCTAJINU:
A. CrHOBHAaIHA TEYHOCT MPU MOJSPU3ALMOHHA MUKPOCKOIHUS
B. Tunmunu nipu pentrenorpadus
HIL.Knuanynm:
A. OcTbp apTpUT Ha KOJISIHO WJIH JpyTa rojisiMa craBa c¢/0e3 xurepypukeMus (cbe/6e3
3a4epBsBaHE)
B. XpoHunueH apTpuT Ha MaJIKu ¥ TOJIEMH CTaBH ChC CIETHUTE 0COOEHOCTH:
1.Hetunuuno mscto Ha nebrorta
2.M3omupano crecHenue Ha A4 w/wm F5 ¢/6e3 ctpannyHy y3ypu (CpaBHHTEITHO paHHA
MPOsIBA)
3. Hanmmuume Ha cyOXOHIpaTHU KHCTH (CPABHUTEIIHO PaHHA IIPOSIBA)
4. TexxKu mporpecupaly JereHepaTuBHU NPOMeHH ¢ (hopMUpaHe Ha
PEHTIC€HOMO3UTUBHU Tena (KbCHA MPOsIBA)
5. HermocrositnHo opmupane Ha octeopuTH (KbCHA MPOSBA)
6. Hanmmuune Ha kanmuduKaTé B CyXOKWIHS — aXHIECOBO, TPULIEIC, OUIeNnc U Ap. (KbCHA
posiBa)
7. AHraxrpaHe Ha aKCHAJTHUS CKEJIeT ¢ KaJIIMHO3a Ha JIUCKOBETE, BAKyyM ()eHOMEH Ha
npeuuienute u CU craBu (KbcHa MposiBa)

Huaenozama e cucypna npu usnvanenue na 1 + II A/Il B. Juacnozama e eeposammna npu
usnvanenue na 11 A unu I1 B. /[uaenozama e v3modicna npu usnvianenue na 111 A unu 111 B.

IIpenopsku na EULAR:

1. Ilpu ocmwp npucmvn O6vp3ama nosiea Ha HENOHOCUMA OOJKA, OMOK U YYECMBUMETHOCH,
oocmueawu nux 6 pamxkume Ha 6-12uaca, ocobeno npu HaUuUEemo Ha epumem, € CUTHO
CYCNEeKMHO 34 KPUCMATHO 6b3NANEHUE, MAKAD U He 3A0BINCUMETHO N00azpd.

2. Ilpu munuunume ¢opmu Ha nooazpa (Kamo NPUCMBNHA NOOA2paA C Xunepypuxemus),
KIUHUYHAMA OUASHO3d € OMHOCUMEIHO MOYHA, HO He Modce 0a bboe oKkoHuamennd, be3 da ce
00Kadice HATUYUemo Ha KPUCmai.

3. Hanuyuemo na xpucmanu MOHOHAMpPUes ypam 6 CUHOBUATHAMA MEeYHOC U 8 ACNUpam om
moghu, nocmassn degpuHumusra ouaznosa nooazpa - wyecmeumennocm - 0.84 u mHoco sucoka
cneyughuunocm

4. Ilpenopvusa ce pymunHO u3cieogame 3d HAIuyue HA KPUCMANU MOHOHAMPUEs Ypam 8
CUHOBUAIHAMA MEYHOCM HA 8Ce Owe He- OUACHOCMUYUPAHU 6b3NALEHU CIABU.



5. Hanuuuemo Ha kpucmanu 8 ACUMAMOMAMUYHU CMABU MOdCEe 04 NOCMABU OKOHUAMENHA
0UacHO3a 8 MeNCOYNPUCMBIHUME NEPUOOU. .

6. Ilooacpa u cencuc mozam 0a cvujecmsy8am eOHOBPEMEHHO U 3amMo8d, Koeamo ce nodo3upa
cenmuyen apmpum, mpa66a 0a ce u3gvbpuiu oygemsasamne no I pam u nocaeka om CUHOBUATHA
meuHoCm, 00pU U NpU HAIUYUe Ha KPUCMAIU MOHOHAMPUES YPam.

7. Bvnpexu ue e HaU-8adCHUAM PUCKO8 akmop 3a noseama Ha nodaepa, nusomo Ha IIK 6
cepyma He moxce 0a NOMEbPOU U OM=- XEbPU HATUYUEMO HA N00azpa, mbuil Kamo MHO20 Xopda
C Xunepypu- Kemus He pazeueam nooazpd, a 0C6eH mosa Nno epeme Ha nooazpo- 3eH NPUCMbR
HU8AmMa Ha NUKOYHAMA KUCEIUHA 8 cepyMa Mo2am 0a 0b0am HOPMATIHU.

8. Exckpeyusma na IIK om 6vbpexa mpsabea O0a 6v0e u3cied8ana npu HAKOU NAYUEHMU,
0COOEHO npu maxkusa ¢ hamuina obpemeHe- HOCM OM PAHHO NOSBUILA Ce N00dzpd, HAYAI0 Ha
nooazpa noo 25-200uuina 6b3pacm uiu ¢ OvOpeuHU KOHKpeMeHmu.

9. Bwvnpeku ue penmeenocpagpusma modxce 0a 0bOe MHO20 NONE3HA NPU NOCMABIHEMO HA
ougepenyuarna OuacHo3a u Modxce 0a NOKAdXCe MUNUYHU XAPAKMEPUCTUKU 30 XPOHUYHA
nooazpa, mo3u OUAeHOCMU4eH Memoo He e Om Noa3d NPU OUASHOCMUYUPAHEMO HA HAYATHA Ul
ocmpa nooazpa.

10. Tpsabsa 0a 6vOoam oyenséaHu puckogume @AKmopu 3a nosea- ma HaA Nnooazpa u
KoMopoOuoumem, 8 moea 4ucio U eiemMeHmu om m.Hap. Memaooaiumer cuHopom (obezumem,
Xunepauuxkemust, XUunepaunuoemusi, XunepmoHust,).

I11. IIpenopbku 3a mpoBexIaHe HA (PAPMAKOJIOTHYHA Tepamnusi NpH 00JHH C NMOCTABEHA
AUArHo3a nojaarpa.

[lonarposeH apTpur u:

e eJHAa WIM HIKOJIKO TO(H, YCTAaHOBEHM NpU KIMHUYHUA Tperies WM Ha oO0pa3HOTO
U3CIEeBaHE

YECTH MPUCTHIIN HA OCTHP MOJArpO3€H apTPUT (= 2 IbTH F'OAUIIHO)

XpoHH4yHa 6b0peuHa HepocTaTbuHOCT (XBH) > 2 crenen

aHaMHe3a 3a ypoJIMTHa3a

BB3pacT nox 40 rox

w/wun TTK > 8 mg/dl (480 pmol/1)

W/WUITY CHITBTCTBAIIM 3a00JIsIBaHUS — OBOpEUHO 3a00JIIBaHE

Llenta Ha nMedYeHUETO € OCTUTAaHE Ha MpHUIEeTHOTO HUBO Ha [IK mpu xoHKpeTHHs manueHT < 6
mg/dl unu < 356.88 umol/l. B Hsxou cinyyau, ¢ uen nogoOpeHre Ha CUMIITOMAaTHKaTa Ha OoJecTTa
U Ha- MaJIsIBaHE M 10 BH3MOXKHOCT M34Y€3BaHE HA BUAWMHUTE H MAIMUPY- €MH TOQH, MOXKE /1a ce
Hanoxu noHmxasane Ha [1K < 5 mg/dl unmu < 297 pmol/l.

TepanusiTta 3ano4Ba ¢ HAKOM oT JiekapcTBeHuTe npoaykTu (JIII) or nbpBa JuHuA:

- kcantuHokcuaazeH uaxuburop (KOU) — allopurinol uwim febuxostat



- ako monHe eaumH KOW e mnpoTHBONOKa3aH WM HEAOOpe TIOHECEH, alTepaHaTHBEH
TeparneBTUUCH BapUaHT € YPUKO3YpHUHOTO cpeacTtBo probenicid cmopen ACR wimm mpyro
YPHUKO3YPHYHO CPEIICTBO CIIOpe mocienuute npe- nopbku Ha EULAR-2014 rog.

KcaHTHHOKCHAA3HU HHXUOUTOPU — YPUKOMHXUOUTOPH

Ki11040BH npenopbKM 3a JiedeHue ¢ aJT0ImypPHHOJI

MexaHu3MBbT Ha JielicTBUE € CBBbpP3aH C OJIOKMpPaHe Ha €eH3UMa KCAaHTUHOKCHA3a, BCIIECTBHE
Ha KOETO HaMaJIsiBa MPEBPBIIAHETO Ha XUIOKcaHTUH U kcanTuH B [1K. ITnazmenara
koHIeHTpanus Ha IIK ce moHmM»kaBa, HO ce MOBMILIABA Ta3U HA HEMHUTE IIPEKYPCOPU —
XHUIOKCAaHTHUH M KCAHTHH, KOUTO, 32 pa3JinKa OT Hes, ca JoOpe pa3- TBOPUMH U UMaT MHOTO TI0-
n00bp ObOpeueH KupbHC. 3a MoMenTa allopurinol e Haii-uecTo H3MUCBAHOTO JIEKAPCTBO

3a HamassiBaHe Ha cepyMHuTe HuBa Ha [1K. HauannaTa no3a He GuBa n1a 0bae mo-sucoka ot 100
mg/ neH, a npu 6omauTe ¢ XbH > 4 crenen — He noseue ot 50 mg/neH (HUBO HA JOKA3aTEICTBO
B). IToxappixamiara g03a TpsiOBa MOCTENIEHHO J1a CE yBeJIMYa- Ba Ha BCEKU 2-5 CEMUIIH 10
HOaXO0/Ad11aTa MaKCUMaJIHa /1033, He0OX01uMa 3a OCTUTaHETO Ha ONPEIEIeHO MPH- LEJIHO
HuBo Ha [IK. Jlozata moxxe na 6b1e yBenuueHa u Hag 300 mg/neH, J0py U IpU HapylleHa
O0b0OpeuHa (yHKITHS, IPH IMOJIOKEHUE Y€ TOBA € CHIIPOBOJICHO C a/ICKBATHO OOyYeHHE Ha
MalKeHTa U ¢ MOHUTOPUPAHE 32 JICKAPCTBEHA TOKCUYHOCT (ChpOEK, 0OpUB, MOBUIIICHU
4epHOPOOHU TpaHCaMuHa3M). Ta3u mpenopbKa MOXKe Ja € 00EKT Ha AUCKYCHSL.

Tps6Ba 1a ce UMa mpeaBUA, Y€ IpU €THOBPEMEHEH IPUEM Ha a3aTHOMPUH J103aTa Ha
QJIOITYPHHOJI OW CIIEABAJIO Ja C€ KOPUTUPA IOPaIy MOBUIIABAHETO HA HUBOTO Ha 6-

MEpPKaNTOIYpUH U Bb3MOK- HOCTTA 32 TOKCUYHU €PEKTH.

Febuxostat
®ebyKcocTaT € HeMyPUHOB KCAHTUHOKCHIa3€H MHXUOUTOP C MO-BUCOKA CEIEKTUBHOCT 10
otHomeHue Ha KO, koifTo nHX1Oupa KakTo OKMCIIeHaTa, Taka u peaynupanara ¢popma Ha KO u

noHwkasa HUBOTO Ha IIK B cepyma. Ilpuiara ce 3a ne4eHre Ha XpOHMYHA XUIIEPYPUKEMUS IIPU
CbCTOSIHUS, IPU KOMTO B€Y€ € HACTBIWIO OTJIaraHe Ha ypaTu (BKJIIOUMTEIIHO aHaMHe3a WU
Hajuuue Ha Tou u/unu mojxarpo3eH apTpuT). Pesyntarure oT mpoydyBaHuUsATa MOKa3BaT JO0OBP
e(eKT Mo OTHOILIEHHE Ha PeIyKIHUs Ha TopuUTE.

[Ipu enHOrOAUIIHO MpHIIOKEHHE HA THEBHA a03a oT 80 mg, mpu 83% ot GonHMTE, ce HabIr0AaBa
HaMaJsiBaHe rojieMrHaTa Ha Todure, mpu go3a 120 mg mueBHo — 66%. He e wuzscHeHa
MpUYMHATA, TOPaJH KOSTO HUCKaTa 103a pedykcocTaT AaBa mo-100pu pe3yaTaTH.

EdexTbT My € 10-100bp B CpaBHEHUE C MIPUIIOKEHHUE Ha aJOMypPHHOIL.



®debykcocTar BiiM3a B ChOOpaKeHHE MPU HETIOCTUTaHe Ha npuiieaHy HuBa Ha [1K < 6 mg/dl
(357 pmol/l). Moxe na ce u3noy3Ba npu 6071HE ¢ ObOPEUHO aHTaKUpaHe (MIPUIOKEHUETO Ha
QJIOIYPHHOJI € CBBP3aHO C MO-BUCOK PUCK Ha TOKCUYHOCT). Bce oriie nmumncBa qoctaTrbyeH
KJIIMHWYEH OMHT ¢ ynorpebaTa Ha ¢pedyKcocTat nmpu OOJIHU ¢ TEXKa YepHOAPOOHA U ObOpeUYHa
HEJIOCTaThYHOCT.

JHlozara Ha (ebOykcocrat mMoxke ma ce tutpupa ot 40 mo 120 mg mHEBHO 1O JOCTHTaHE Ha

npunieHuTe cepyMuu HuBa Ha [IK. B EBpomna e ono6pen nmoa popmara Ha tadnetku ot 80 mg u
120 mg.

Ypuxkosypuuu
HamansiBaneTo Ha ypaTHaTta ekckpenus € B ocHoBaTa Ha 90% oT ciyuaute ¢ nojarpa. [Ipu xopa

¢usnonorununo 5-10% or  Quntpupanute ypatu ce cekperupaT upe3 OnOpenure. [lo-
rojsMaTa 4acT ce peabcopOupa rmpe3 Ob0peyHuTe TYOYIIH.

Ypuko3ypHuIMTe ca MbPBUTE, U3MOI3BaHU 3a JIeUeHUE Ha mojarparta. Bceku, KOWTO Mo euH Win
Ipyr HaYMH yBenuuyaBa exckpenusta Ha [IK ¢ ypunata, ce npuema 3a ypuko3ypuk. OcHOBHATa
WHJUKAIMs ca ciaydaurte, korato ekckpeuuwsita Ha [IK He oTroBaps Ha ouakBaHaTta 3a
ChOTBETHATA CEPyMHA CTOMHOCT W 32 HMBOTO HA IiioMmepynHara ¢untpanus. [IpuunHata Moxe
Jla € ITbPBUYHA WU BTOPUYHA.

Benzbromarone e JIII c¢ Haii-100bp ypuKo3yprueH e(ekT, MO3HAT B KIMHUYHATA MPAKTHKA.
brnokupa URAT1 u motucka peabcopOrusta Ha ypaTd OT enuTenHuTe kieTku. [IpennsBuksa
TEXKa YepHOIPOOHA TOKCHYHOCT.

N3cnenBanero Ha ObOpeyHaTa ypaTHa EKCKPEIHUs BIM3a B ChOOpPaKEHHE 3a M3SICHSBAHE Ha
MeXaHW3Ma Ha XWIEPYpUKeMHUsATa W 3a Hu300pa Ha OOJHH, IOAXOIAIIMA 3a JIEYCHHE C
ypuKko3ypulli. BeBeneHa e kato pyTHHHaA Mpoleaypa B KIMHUYHATa mnpakThka oT mpod. K.
KeueB. U3cnensanero Ha 24-4acoBa yprHA 32 KOJIMYECTBO YPaTH M ypaTe€H KIHMPBHC, 3a€THO C
HUBO Ha KpEaTWHUH B ypUHATa M KPEaTMHUHOB KJIUPBHC, AOMPHHACAT 3a MpeleHKa Ha
O0bOpeuHaTa QyHKINS U CTETICHTA HA aHTaXHpaHe Ha ypaTHATa eKCKPEIHsl.

JlekapcTBeHH NPOIYKTH, 0100pPeHH 32 yNOoTpeda NMpH mojaarpa.

Probenicid

- neka g0 ymepeHa crerneH Ha naxuoupane Ha URAT1 u GLUT9

- 100pa abcopOuust ciies; OpaTHO MPUIIOKEHUE

- MHKOBA IJIa3MEHa KOHIIEHTPAIIHs Ha YETBBPTHS Yac OT MPUIIOKEHUETO

- 710303aBUCHUM e(eKT B paMKuTe Ha 6 10 12 yaca, KOETO ompeessi HeOOXOAUMOCTTa OT
JBYKPATEH PEKUM Ha MPUITOKECHHE

- metabonu3upa ce B YepHHs Apod

- TeXKUTE CTpaHWYHH e(DEeKTH ca pelIKH, a KO)KHU OOPUBU M TaCTPOMHTECTUHATHH PEAKIIUU CE
Habmronasat pu 20% ot OoHUTE

- JI03aTa ce TUTpupa - 3amousa ce ¢ 500 mg IBYKpaTHO JHEBHO U MOCTENICHHO CE YBEIHYaBa J0
2 g THEBHO TpH 100pa Mmo- HOCUMOCT. MakcuMaliHaTa JHEBHA 71032 € 3 g JHEBHO.



Sulfinpyrazone

aHajior Ha ¢GeHUI0yTa30H

unxubupa URATI

¢ 100pa abcopOuust ciie; OpaaTHO MPUIIOKECHUE

MUKOBA TUIa3MEHA KOHIIEHTPAIIMS Ha TPETHS Jac

MeTaboau3upa ce B yepHus 1po6. Hax 1/3 oT mo3ara ce ekckpeTrpa HeIIpOMEHEHa Tpe3
OBOperuTe

U3TETJICH € OT ynorpeda B MOBEUETO CTPAHH MOPaIX cliabaTa CH MOHOCHMOCT,
AHTHArpPETaHTHUS CH €PEKT BbPXY TPOMOOIIMTUTE U JIUIICAaTa Ha €EeKT P HUCKO HUBO Ha
TJIOMEpYJTHA (UIITpAIIHSL.

Ypuko3zypuunu JIII, KOUTO HE ca CTaHHAPT B KIWHUYHATA MPAKTUKA U CE M3IOI3BAaT W3BBH
ooOpennTe  wHAMKaimu:  ¢eHodgudbpar, JgocapraH, aropBacratulH, leflunomide,
ketophenylbutazone.

[IpunokeHneTo Ha Te3u JIEKAPCTBEHH MPOJYKTH MPHU OOJHU ChC CHIBTCTBAIA MATONOTHUA, 32
KOSITO ca MPEANMKCaHN MOXE Jia MOJ00pH Bh3MOXKHOCTTA 33 JOCTUTAHE HA MIPUIICITHH CTOMHOCTH
Ha cepymHa [IK u ga u3nbinnu ponsta Ha agoBanTHa YIIT.

IIpe3 2012 roa. ACR cb31aBa ClieTHUTE KIIIOUOBU IMPENOPBKU C 1I€N yJIECHSABAaHE Ha JIMYHUTE
JIEKapy U PEBMATOJIO3UTE B N300pa HA YPUKO3ypUIHA TEPAITHSI U B TIPOCIICISIBAHETO HA OOJTHUTE:

IIpoGennuma € ypuko3ypuuHO CPEICTBO HAa MBPBU M300p, MPUIOKEH KaTO MOHOTEPAIHUSL.
[Tpu marueHTUTEe C KPeaTHHHHOB KIUpBHHC < 50 ml/min He € moAXOoIAII KaTo IbpBa JIHMHUS HA
YPUKO3ypHUHa Tepanus (HUBO Ha J0Ka3arel- cTBO B).

[IpunoxeHuero Ha ApPYrd JeKapcTBa € KIMHUYHO 3HAYMM YPHUKO3ypHUYeH e(eKT, Karo
(penodudpar u JocapTaH, KaTo KOMIIOHEHT Ha YPUKO3ypHUUHATa Tepamus, Moxe 1a Obae oT
TepaneBTUYHA M1013a.

Anamnesara 3a ypojnutuada € IIPOTHBOIIOKA3aHUEC 3a IPUIIOKCHUEC Ha YPUKO3YpHUYHaA
TCparus.

[Ipenu 3amo4yBaHe Ha YPUKO3ypUUYHATA Tepamus € HeoOX0IMMO /1a ce OMPEENIT CEPYMHUTE
guBa Ha [1K.

[ToBumenute croiitnoctu Ha I1K B yYpHuHaTa ca UHAUKATOP 3a HelHaTa CBPBXIPOAYKIHA U Ca
IMPOTHUBOIIOKA3AHUEC 3a IPOBCKAAHE HA YPHUKO3YypPUYHA TCPAITH.

Monutopupanero Ha HuBara Ha IIK e 3agpmkuTenHO HO BpeMe Ha YpHUKO3ypUUyHaTa
Tepanus.
C nen noHm>kaBaHe Ha PUCKa OT YpPOJIHMTHA3a B ChOOpake- HUE BIIM3a AJIKAJTM3UPAHE Ha
ypHHAaTa (HampuMep ¢ KaJlueB IUTpar) ¢ mpocieasBane Ha pH Ha ypuHara, B JOIIbJIHEHHE

KbM YBCIIMYCHHUA ITPUCM Ha TCUHOCTHU.



YpUKOJIUTHYHA Tepanus

Pegloticasa ¢ pekoMOMHAHTHO MoaudHUIMpaHa ypUKa3a, KOSITO CE HM3IIOJI3BA 3a JICYCHHE Ha
TEXKH, pepakTepHH Cllydad Ha IMojaarpa ¢ HeaocTaTb4eH eekT or koHBeHnuoHanHata YIIT,
IIPUJIO’KEHA B ONITUMAJIHU J103U. TepanusTa ¢ nerjaorukasa e onodopena ot FDA npe3 2010 r., HO
HE ce npenopbyBa kato nbpBa JuHus YIIT.

[Tpunara ce Ha 2-4 ceamuny no popmara Ha HHTpaBEHO3HA UH(Y3US B 103a § mg, pa3TBOpEHA
B 250 ml ¢pu3monoruveH pa3TBop.

Yxka3zanusa Ha ACR 3a antunndaamaropna ¢papmMakoI0rnyia npopuiakTuka Ha OCTpUTe
KpH3M npu 3anouBane Ha YIIT

[Ipeanomnara ce, 4ye paHHOTO yBEIWYaBaHE HA OCTPUTE NPUCTBHIM Ipu 3amnouBaHe Ha YIIT e
pe3yaTar OT peMOJCIIMPAHETO HAa BBTPETABHUTE YpAaTHU KPUCTAJIHHU JENO3UTH, BCIECACTBUE HA
OBP30TO 1 3HAUYMTEIIHO HAMAJISIBAaHE HAa OKOJIHATA ypaTHA KOHIIEHTPAIHSL.

Excrieprure cmsrar, 4ye HEOOXOIUMOCTTa OT NMPOQUIAKTHKA B TE3U CIy4aw TpsOBa na Obue
WHIMBHIYAJIHO TpeneHsBaHa. KbM MOMEHTa HAMa TPENOPBKH 32  ONTHUMaHATa
MPOABDKUTEITHOCT U TS TpsiOBa Ja ObIe MpereHsBaHa Ciie]] OlleHKa Ha peauna (HakTopu Karo
4ecTOoTa Ha MPUCTHIIUTE, TAaBHOCT Ha MoJlarpaTa, HaJu4ue U pa3mep Ha TouTe.

Hsama xoHceHcyc 3a ToBa kora To4uHO na ce 3anoune YIIT cien ocThp momarpo3eH MpUCTHII.
[ToBeueTo excrepTu cuMTar, ye HUCKHTE HadaiaHu A03u Ha YIIT c 0aBHO moBuIlIaBaHe Ha
JI03MpOBKaTa ca B OCHOBaTa Ha INMpEeBEHLUsATa Ha mpucTbmute (start low, go slow). Bee mak,
Mopajd BHUCOKATa 4YeCcTOTa Ha MpUCTbOUTE Npu uHunuupane Ha YIIT, e mpenoppumTenHo
MIPOBEKIAHETO HA MPOQHIAKTHKA.

MbpBa aunus JIII ca colchicine m Hmcka moza HCIIBn. Te He BuHarm ycmsBaT Jna
MPEAOTBPATAT BCUYKH NIOarpO3HU MPUCTHIN ciex 3anouBade Ha YIIT.

KonxuuuusT uMa 0bp3a upeBHa pe3opoOiust (tmax 2 h, t1/2 4 h) u enTepoxenaraneH KpbroBpar,
JIONIPUHACSIL] 32 HETOBaTa CTOMAILIHO-YpeBHA TOKCUYHOCT. KOJIIXHIIMHBT ce CBbp3Ba HEOOPATUMO
C TUMEpUTE Ha BBTPEKICThYHMUA OENThbK TyOyJMH HHXMOMpa HEroBaTa MNOJUMEpHU3aLUs U
dbopMupaHeTo Ha MUKPOTYOYIM Ha JeBKouuTUTe. ToW WMHXHOWpa CBHII0O W MHUTpalUsTa Ha
rpanyinonuTure, kakto u cuHre3a Ha LTB4. [lotucka ¢darouurosata Ha ypaTHUTE KPUCTAIU U
oTcnadBa Bb3MAIUTENHATA PEAKIIMSL.

Karo anrepHatuBHa npoduiakTHKa Mpy OOJHU C HEMTOHOCHUMOCT KbM WJIM ITPOTHUBOIIOKA3aHMS 32
xonxurme 1 HCIIB ce mpenopbuBa HucKa j03a prednison mwau prednisolone (yrounena kato
< 10 mg/nen). IlpunoxeHne Ha MO-BUCOKH JI03U C II€JI MIPEBEHIIUS Ha MPUCTHIIUTE CE CUUTA 3a
HEYMECTHO.

He e mocTuraar kKoHCEHCyC 3a CHOTHOIIEHHETO IOJ3a/pUCK 3a HeojoOpeHaTa ymoTpeba Ha
unxuburopu Ha IL-13a anTumHdamaropHa npoduIakTHKa Ha MPUCTHIIUTE Ha OosecTTa Mpu



MalMeHTH C JINIICA Ha TEParneBTHYCH €(PEeKT, HETOJEPAHTHOCT WJIM IMPOTHBO- IOKa3aHUsS 3a
MPUJIOKEHNE Ha HUCKH 103U KoixuumH, HCIIBa unu riiroKoKOpTUKOUTA.

[IpenoppuBa ce mpoabDKaBaHEe Ha aHTHHH(IaMaTopHaTa MPo(UIaKTHKA PU KIMHUYHH Oene3n
3a MpoabJDKaBaiia 0OJECTHA aKTUBHOCT (KaTo Hampumep | wim moBedye Todu npu GU3UKATHO
M3CIIe/IBaHe, CKOPOIIHA IOJarpo3Ha KpH3a WM XPOHUYEH I0JIarpo3eH apTPUT) H/MIU aKo
CEpYMHHS YpaTeH TapreT Bce olle He ¢ JocTurHat. O0Iara mpobDKUTSIIHOCT € HalH-MHOTO:

6 Mecena

3 Mecema ciieq IMOCTHTaHEe HAa CEPYMHHS ypaTeH TapreT Npu ManmueHTd Oe3 Todu npwu
(U3HKATHOTO U3CJICIBAHE WM

6 Mecela clie]] MOCTUTaHe Ha CEPYMHHUS ypaTeH TapreT, KOrato uMa pe3opOIus Ha U3BECTHU OT
HPEIUITHA U3CIIeABAHUS TODU.

Jleuenune Ha ocTpa MoJarpo3Ha Kpu3a

HGJITa Ha JICYCHUECTO € paHHO U 6’[)p30 OBJIaZIIBAHC Ha CTaBHATA KpH34a, KaTO HC CbIICCTBYBA

CANHCH CTaHAAapPT 3a JICUCHUC. HMa HIKOIIKO IMPCIOPBKHU 3a JICHCHHE Ha Mogarpo3Ha Kpusa u

HAKOJIKO KOHTPOJIMPpAHU PAHAOMHU3UPAHU IIPYUBAHUS 34 OCHKA Ha GQ)HKaCHOCTTa Ha

otaennure JIII. Ilo-ronsmara 4acT OT U3rOTBEHHUTE OT ACR INPCIIOPBKHU Ca C HUBO Ha

nokazarenictBeHocT C. CuiHara 00JiKa, ChITBTCTBAINA KPU3aTa, MOXKE Ja IPEMUHE B PAMKUTE Ha

HAKOJIKO JTHU, 6€3 mpuiiokerue Ha JII1, Ho € Bb3MOKHO U J1a ce MpoTpaxupa B MPOIbIKEHUE HA

CEIMHIIH.

®apMaKoJIOTrHYHO JICYCHHE HA OCTPUTE KPU3HU.

®apMakoJIOTHYHOTO JiedeHHe TpsiOBa Ja ObJie 3aloyHATO Mpe3 MBbPBHUTE HIKOJKO 4Yaca OT

HAYaJI0TO Ha KpU3aTa, 3a NOCTUTaHe Ha ONTUMAaJIeH e(eKT.

[Tposexmanara papmakonoruyna YIIT ne TpsiOBa na ce ciupa 1o Bpeme Ha mojiarpo3Ha
kpu3a. YIIT He ce 3amoyBa 1o BpeMe Ha Kpu3a U HE Ce CIupa Mo BpeMe Ha Kpu3a. Bb3MOKHO €
Jla ce HaOJII0/1aBa 3aTerHaTo NpoTHYaHe Ha KpU3ara MpHu ynorpeda Ha aJlomypuHOI.

Ouenka Ha TesKeCTTa Ha PUCTHIIA

ITpu nexo 10 ymepeHo u3pa3eHa 00JIKa U MPH 3acsiraHe Ha €HA WM HAKOJIKO MaJKi CTaBU WU
Ha €/JHa WM JIB€ rojieMu cTaBH, € mnokazaHa MoHortepanus ¢ HCIIBin, cucremuu I'K wnnm
KOJIXULIMH.

IIpu cunHO M3paszeHa Ooika, MpU MOJMAPTUKYIAPHO 3acsiraHe WIM MpU OOXBalllaHE HA MHOTO
TOJIEMHU CTaBH, € HEOOXOAMMO MPUITIOKEHUETO Ha KomOuHarus ot JIIT.

[Tocturnat e koHcencyc 3a tosa, ue¢ HCIIBa, koaxuuun u I'K (BpTpecTaBHO, epopaiHo UM
MYCKYJIHO TpPHJIOKEHHE) ca eIHAaKBO e()EeKTUBHU 3a JICUCHHETO Ha OCTPUTE MPHUCTHIM Ha
nojarpa U M300pbT Ha Tepamus TPsAOBa Aa € chOoOpa3eH C WHAMBHUIYATHHUTE MOTPEOHOCTU HA
nanueHTuTe u npoduia Ha 6e3omacHocT Ha JIII. Berpeku ve, mapameramMoJi He ce IpPEenopbhiBa
KaTo IMbpBa JIMHUA, MOKE J1a ObJie OT M0J13a KaTo AOI'BJIHUTEICH aHAITeTHK.

[IpoBeneHn ca MHOXKECTBO IMPOYYBAaHHs 3a OlIEHKa Ha e(dekTa OT TepamusiTa Ha OCTpHUTE
npuctbnu Ha nogarpa (21 ¢ HCIIBn, ner ¢ I'K, ABe ¢ KOJIXUIMH W €IHO C KaHAKMHYyMao).



[Tonyuenure pe3ynaraTd MoKa3BaT, Y€ HUCKUTE J03M KOJXUIMH (oOmmia mo3a 1.8 mg 3a 24 yaca)
ca 1no-e()eKTUBHU B CpaBHEHUE C TUIaled0 U ca ChIIO TONKOBA €()EKTUBHU, KOJIKOTO U BUCOKUTE
no3u (obmra 103a 4.8 mg), HO ca ChC 3HAYUTEIIHO M0-100Bp MPoQuI Ha 6€3011aCHOCT.

HDI/IJ'IO}KCHI/ICTO Ha KOJIXHMIWH € ITOAXOAAINA ITbPBaA JIMHUA HA TEparuid IIpHu OCThP IMPUCTHII, HO B
PaMKUTC Ha ITIbPBUTC 36 yaca CJICa Ha4YaJIOTO Ha CHMMIITOMATHKATA, ITPpHU YCJIOBHUEC, Y€ MAIIMCHTHT

HE e IpoBexaai npodmiakTuyuo jgeuenne ¢ To3u JIII npes nocaequure 14 nHu.

M3nomsBa ce HartoBapmamia m03a ot 1.2 mg, nmocieaana ot 0.6 mg ciex eaun yvac. Cuenx 12-
WS yac ce npuiara j103a ot 0.6 mg eIMH WK JIBa ITbTH JHEBHO, JIOKATO HE CE OBaJIajiee HAIThIHO
Kpu3ara. TeparneBTuyHaTa MIMPUHA HA KOJXUIMH € 10 6 mg/IeH, a TOKCHYHAaTa — HaJ 6 mg/IeH,
HO JTUapHsi MOXKeE J1a CE MOSBU U TIPU J03H 1Mo 6 mg//ieH.

[Ipu GonHu, MpoBexIaNyd NPOPUIAKTUYHO JIEYEHHE C KOJIXMLHMH Ipe3 nocieauure 14 nuu, e
HeoOxoauMo TepanusaTa aa ce nposene ¢ aApyru JIIT — HCIIBx nim I'K.

Hsama xateropuynu mokaszatesicTBa OoT cpaBHUTENHU TpoyuBaHus Mexay HCIIBa u mmane6o.
Huto emno HCIIBn (xonBeHrmmoHanHo win cenektuBeH COX-2 naxubutop) HE € ¢ Io-
100Bp €heKT OT OCTaHAIIUTE.

3a jeyeHue Ha ocTpa O0JIKa W/MIIH 1OoIarpo3Ha Kpr3a ce MpernopbyBa M3M0I3BAaHETO HA MIbJIHATA,
onobpena ot FDA nnu EMA, anTuuH(amaropHa/aHaITeTH4HA /1032,

OnoOpenw 3a eueHneTo Ha octpa noaarpa or FDA ca HanpokceH, HHAOMETAIUH U CYJIHHAAK.
Jdpyru HCIIBn B aHanreTMYHH W aHTHMH(IAMAaTOPHU I03U oOade MoraT Ja ObaaT ChIIO
tonkoBa epexktuBHU. 3a COX-2 HHXUOUTOPHUTE, KAaTO TEPaNeBTHUEH BapHAHT IMPH MAUEHTH C
racTPOMHTECTHHAIHE MPOTHBONOKA3aHUs WiM ¢ HermoHocuMocT kbM HCIIB1, myOnukyBaHuTe
pPaHIOMU3HPAHH KOHTPOJHMPAHH MPOYYBAHUS TOAKPENSIT e()UKACHOCTTa Ha ETOPUKOKCHO |
mymupakokcu0. Te3u arentu obade He ca paspemienu 3a ynorpeda B CAILl, a mymupakokcu6d e
W3TETJICH OT yIoTpeda B HAKOH JbP)KaBU MOPAIN XENaTOTOKCUYHOCT.

[Ipe3s mocneanure romunu penuna kiaacose HCIIBa mperspmsixa eBosounms. [losiBuxa ce
HCIIBx ¢ no-Manko cTpaHU4HU €(eKTH U ¢ Jo0OpH KIMHUYHU Pe3yJITaTH.

CHCcTeMHO W HHTPAapTHKYJApPHO  NPWIOKEHHEe Ha  IIIKOKOPTHKOMAU U
ageHoKopTuKOoTponeH xopmoH (ACTH).

Tpu ot uzcneaanusra onpenenst cucremaure I'K 3a Tonkosa edexkrruBhu, koakoro u HCIIBa u
¢ monobeH mpopun Ha Oe3omacHocT. Hsima mpoyuBaHMs, KOMTO Ja OLIEHsABAaT IpHEMa Ha
napaneraMoll UiM BbTPECTAaBHOTO NpuiokeHue Ha 'K 3a sieueHne Ha ocTpuTe NPUCTBIM HA
nojarpa.

[Ipn u3bopa nHa I'K kato HauanmHa Tepamusi IbpBO TpsiOBa J1a c€ OLIEHUW OpOST HA CTABUTE C
aKTUBEH apTpUT. AKO ca 3acerHaTH €Ha WIM JBE CTaBH, € YAA4YHO IEPOPATHOTO UM
NPUIIOKEHKE; TPH O0O0XBalllaHe OT MATOJIOTWYHMS NMPOLEC HA €HA WM ABe rosieMu ctaBu, 'K
MOrar J1a ce IpWIokKaT UHTPAAPTUKYIIAPHO.



IIpu BBTpecTaBHOTO HHKekTHpaHe Ha ['K mo3ata uM ce ompeaens OT ToJeMHUHAaTa Ha
3acerHarara CTaBa WJIM CTaBH, KaTO TO3M IOAXOJ ce KoMOMHHMpa ¢ mepopayieH mpueMm Ha 'K,
HCIIB1 niu KOJIXULMH.

Koraro WHTpaapTHKyJIapHOTO NPHIOKEHHE HE € YIa4HO — MOJHAPTHKYJIapHO 3acsraHe,
NpEINOYNTaHNE Ha TAl[MEeHTa WK KOraTo Ta3d MaHHWIIyJalWs HEe € BCCKHMHEBHA MMPaKTHKA 3a
JajieHus CIICHHUANNCT - Ce NpernopbuyBa mepopaianusar npuem Ha 'K — prednison wim
prednisolone B navanna no3a ot none 0.5 mg/kg/men 3a5-10 auu, ¢ mociaeaBaIIO CIMpaHEe HA
JICYCHHETO.

Bw3morkeH e u antepraruBeH npuem Ha ['K - mbiaHa n03a 3a 2-5 1HU, ¢ MOCTENIEHHO HAMaJIsiBaHEe
Ha jo3ara 3a 7-10 qHu U peKkpaTsBaHe Ha JICYCHHUETO.

[TapenTepanto npunoxkenue va methylprednisolone B moza 0.5-2 mg/kg Bam3a B choOpaskeHue
IPH MAMEHTHTE, KOUTO HE MOTaT Jia IIpHeMar IepopaiHo JeKapCTBaTa.

B takuBa ciy4yau € Bb3MOKHO U OJIKOxkHOTO MHkekTupane Ha ACTH B no3za 25-40 IU, koeto e
crapa npaktuka. [Ipu HeoOxomumocT Te3u JIII mMorar ma ObaaT NMPUIIOKEHU IMMOBTOPHO, KaTo
CJIEIBAIIUTE JIO3U C€ OMpe/eiaT Ha 6a3aTa Ha MbPBOHAYAIHO ITOCTUTHATHS TEPAIICBTUYCH €(EKT.

Bece ome HAMa KOHCEHCYC 3a MHTPAMYCKYJHOTO MHXKEKTHPAaHE HAa KETOpOJaK WIH
TPUAMIMHOJIOH IPH XOpa ¢ OCThP IPUCTHII HA 110j1arpa U ¢ HeBb3MOXKHOCT 3a npueM Ha JIIT mpe3
ycraTa.

Havanna koMOMHUpaHa Tepanus

3a manueHTH ¢ Texka nogarpo3Ha kpusa ( BAC > 7) u mauueHTH ¢ oCThp MOJMAPTPUT WU
3acsiraHe Ha MOBEYE OT €Ha roJisiMa CTaBa Ce€ MPENnopbyBa HAYAITHOTO €JHOBPEMEHHO IIPUJIaraHe
Ha JBe OT (hapMaKOJIOTMYHUTE BB3MOXKHOCTH, MpemnopbuaHu no-rope. Kato moxe npa ce
W3MOI3BaT MBJIHU J03M WM, aKO € TI0-yJayHo, ITbJIHA /1032 Ha €IUMHUA U TPOodUIaKTHYHA 032 Ha
npyrus areHt. Haii-Beue ce uma npeaBua KOMOMHHpaHO u3non3BaHe Ha koJaxunuH u HCIIBa,
nepopaJien ['K n koaxuuun niam uaTpaaptukyaapen 'K ¢ Bceku eanH ot 1pyrure BapuaHTH.
He ce o6cpxkaa komOunupanata ynotpeda Ha HCIIBn u cucremuun KC, mopanu omacenust ot
CUHEprUYHUTE UM TOKCUYHU edexTu Bbpxy [ UT.

Onenka Ha 0TroBopa KbM JICHCHUETO

[Ipu GnaromnpusiTeH OTrOoBOp KbM TepalusTa clie[Ballara CThllKa € oOyuyeHHe Ha MalueHTa U
OIICHKa Ha He0OXOoAMMOCTTa OT mpoBexaane Ha YIIT.

[Ipu HE3a10BOIUTENEH OTTOBOP KBbM JICUEHUETO, € HEOOX0IMMa MPOMsIHA Ha (hapMaKOJIOTHIHATA
TCpanusd, MNPUIIOKCHHUE Ha KOM6I/IHaHI/I5[ OT JICKAapCTBCHM MNPOAYKTH, a IIPpU JIMIICA Ha
OnaromnpusTeH TepaneBTudeH edekT — usnonsBane u Ha JIII, kouto Bce omie He ca 000peHH 3a
IIPUIIOKEHHUE.

Hea}]eKBaTHI/ISIT OTTOBOp Ha OCTpHA MPUCTHII HA IMOoAarpa KoM cbapMaxonoquHaTa TCpanunga ce
neduHupa Ha Oa3ara Ha CIeIHHUTE KpuTepuu: mojgodpenue ot < 20% mo ckanaTta 3a OIleHKa Ha



Oonkara B paMKWTe Ha 24 dyaca clie]] HAa4ajJoTO Ha TepanuaTra WiIM MOoAOoOpeHHuE Ha TO3HU
nokazaten ¢ < 50% cnen 24-ust yac OT cTapTa Ha JICUSHUETO.

B TakuBa ciydam TpsOBa Ja ce OLIEHH BB3MOXKHOCTTA 3a IPEIIHO IOCTAaBeHa jauMarnosa. Ilpu
CIly4auTe C OCTHP MPHUCTHII HA Mmojarpa, peGpakrepeH CrpsAMoO ocraHanuTe usnonssanu JIII, 6u
MOIJIO J1a Ce MPHIOKH HMHXHOuTOp Ha mHTepiaeBkuH-1 [IL-1] karo canakinumab (150 mg
MTOKOKHO).

Canakinumab ¢ 4yoBemko IgG1l/K MOHOKIOHAJIHO AHTUTSIIO, HACOYEHO CPEIly YOBCLIKHSI
uHTepieBkuH-1 Oera (IL-1 Geta). Kanakunymal ce cBbp3Ba ¢ BUCOK aUHUTET CEHU(PUIHO KBM
yopemkuss IL-1 ©Oera wu Heyrpanusupa OWOJIOTMYHATA MY AaKTMBHOCT, OJOKHpalKu
B3auMozeiicteuero My ¢ IL-1 penenropure, KaTo 10 TO3M HAYMH MPEJOTBPATABA UHIYLUPAaHATA
ot IL-1 Gera reHHa akTuBaLMs U NPOAYKLMATa HA MEAMATOPU Ha Bb3najeHuero. [lokazan e 3a
CHUMIITOMAaTHUYHO JICYEHUE NPHU BB3PACTHU MALMEHTU C YECTH MPHUCTHIM HA MOJArpo3eH apTpUT
(mone 3 mpucThna npe3 u3MuHanUTe 12 Mecena), mpu kouto JieueHuero ¢ HCIIBa u konxunux e
MPOTHBOIIOKA3aHO, HE C€ Toyiepupa A0Ope WM HE BOAM IO 33J0BOJUTEICH TEPareBTUYCH
OTTOBOp M TPH KOHTO € HEMOAXOMAIIO IMPOBEXKIAHETO Ha MOBTOPHU KOPTUKOCTEPOWIHU
KypcoBe. IIpmiara ce Ha BCEKHM OCEM CEIMHUIM KaTO EIHOKpaTHa J03a 4Ype3 IOAKOXKHA
WH)KEKIIHA.



JNEI'EHEPATUBHU CTABHMU 3ABOJISIBAHUSA

Ocreoaprpo3sa

Octeoaprpo3ata (OA) € XpOHMYHO HEBB3MAIUTETHO 3a00JIsIBAHE HA CTaBHTE, B OCHOBaTa Ha
KOETO CTOM I'bpBUYHATA JEreHepalys W JACCTPYKIUS Ha CTaBHUS XPYIIsJ C IOCIeaBalia
nponudepanus Ha  KocTHaTa ThbkaH  (octeodutH, CyOXOHIpamHa  OCTEOCKIIEpPO3a).
Bp3nanurenHuTe M3MEHEHHs HAa CHHOBHAJHAaTa MeMOpaHa M Ha OKOJIOCTAaBHUTE ThKAaHU HMaT
BTOPUYEH XapaKTep.

OcTteoaptposaTa € Hail-uecToTo cTaBHO 3a0onsaBane. 3acsira 12-15% ot HaceneHuero Ha 3eMAra.
CwcraBmsiBa okosio 50 % oT Bcuuku peBMatuyHu OonecTH. IIposiBsiBa ce riiaBHO BBB BTOpaTa
MOJIOBMHA Ha KMBOTa. OTHOCUTENIHUAT s Ha TOBa 3a00JisiBaHE IIe HapacTBa B Objelle, Thi
KaTo ChBpPEMEHHATa TEHJICHIIMS € Ja Ce yBelnyaBa OposT Ha XopaTa B HampeaHalla Bb3pacT B
o0mara BB3pacToBa CTPYKTypa Ha HaceleHHeTo. Ta3m OoyiecT He 3acTpamiaBa XHBOTAa U
IBITOJIETHETO, HO B CHIIOTO BpeMe HE MO3BOJISIBA Ja C€ BOAW HOPMAJICH M IIBJIHOLIEHEH KHUBOT.
OcteoapTpo3aTa € BayKeH 3/IpaBHO-COIMAJICH MPOOJIeM, KOETO MTPOU3THYA Haii-Beye OT BHCOKATa
it yectora. UkoHomMuueckure pazxonau 3a 6oaHute ¢ OA ca okoso 30 mbTH IO —TOJIEMHU OT TE3U
3a OOTHUTE C PEBMATOUICH apTPUT.

Haii-BakHa eTnonornyHa poJisi 3a pa3BUTHE HA OCTE0ApTPO3aTa UrPasT TeHeTUYHATA
MIPEIMCIIO3UIUS M MEXaHUYHOTO IIpeToBapBaHe Ha cTaBuTe. [Ipuunnnu dakropu ca u

BB3pacTTa,  HAJAHOPMEHOTO  TErJIO, EHAOKPUHHH U  METa0ONUTHH  HaAPYIICHHUS,
MPEIIECTBYBAIlM  BB3MAJUTEIHH  CTaBHU  3a00JsIBAaHMSA, BPOJCHH W NPHIOOUTH
MasihopMaIiy Ha CTaBUTE, OCTPH ¥ XPOHHYHHU TPABMHU.

CbLBpeMEeHHO JieueHre Ha apTpo3HaTa 00J1ecT
OCHOBHHUTE IIeJIH HA JiedueHHeTo Ha 00aHHTEe ¢ OA ca ciegHHTE:

e Jla ce oOnekyar OOJIKUTE U CKOBAaHOCTTA.
e Jla ce oBnasiee ChIIBTCTBAIIMUAT CHHOBUT (aKO TAKBHB € HAJIHIIE).
e Jla ce momoOpu (yHKIMATA HA 3aCETHATUTE CTaBU , PECIL. © KayeCcTBOTO Ha KUBOT Ha
OoJHHUTE .
e Jla ce mpenoTBpaTH WM 3a0aBU TPOrPECHPAHETO HA JCTCHEPATHBHHUS MPOIEC B
CTaBHUSI XPYyLISLIT
Jledenuero Ha OOJHUTE C OCTEOAPTPO3a M3UCKBA KOMILIEKCHA TEPANeBTUYHA MPOrpaMa , KOsTO
BKJIFOYBA!
e 001N MEPKH, KOPEKIIHS Ha BpeAHNUTE (DAaKTOPH M OTOpEMEHSBaHE HA CTaBUTE. .
¢ (hapMaKOJOrMYHO JICUCHHE: CHMITOMATHYHO U 0a3MCHO, OO0 M JIOKAIHO.



® OIICPAaTUBHO JICUCHUC — AapTPOCKOIIHNA, CHHOBCKTOMHH, KOpUTHpAIIHU OIICpalnu,

CHJIONIPOTE3UPAHE.

e (husnorepanus u GaTHEOICUCHHUE.

Crparerusi Ha TepanusTa
1. OpayHu aHaNreTUIH

a.

[Tapanieramon nOU MeTaMu30J1

2. JlokanHo jeyeHue

a.

b.

Jlokamau HCIIBn B pombiiHeHHE KbM OCHOBHATa Tepamws, 3a OOJieKuaBaHE Ha
6onkara, ocoOeHo pu 00JIKa B KOJICHATA MIIU PBIIETE.
JlokaiHO capsaicin B JONBbJIHEHHE KbM OCHOBHATA Teparmus, 3a 0OJIeKYaBaHe Ha
Ooskara, ocoOeHo pu 00JIKa B KOJIEHATA WIIH PBIIETE.

3. HCIIBn u Bucoko cenektuBau COX-2 muxubOutopu ( B KOMOMHAIMS C UHXHOUTOpP Ha
MPOTOHHTA MTOMIIA)

a.

b.

Koraro opanHuTe aHanreTHIM WM JIOKAJHOTO JIeUYeHHE ca Hee(EeKTWBHHU, TO
moratr naa Obmar 3amecreHn ¢ HCIIBn wmm Bucoko cenektuBen COX-2
WHXUOUTOP.

Korato opanHuTe aHanreTHIM WM JIOKAJHOTO JIeUYeHHE ca Hee(EeKTHBHHU, TO
MoOXe fa ce momucid 3a gooassaHe Ha HCIIBa unm Bucoko cemekrusen COX-2
HHXUOUTOP.

HCIIBn unu Bucoko cenexktuBeH COX-2 uuxuOutop TpsiOBa 1a ce M3MON3BAT B
Hal-HHUCKaTa epeKTHBHA /1032 U 32 Hall-KpaTKO BH3MOXKHO BpEME.

Koraro ce npennucar HCIIBa wnm Bucoko cenektuBeH COX-2 mHxuOutop,
JIEKapCTBO Ha MTHpPBU H300p TpsioBa ma e crangaptHo HCIIBn wnm Bucoko
cenektuBeH COX-2 uuxubutop (6e3 etoricoxib 60 mg). TpsdBa na ce uzodepe
Hal-€BTUHOTO Bb3MOXHO JIEKAPCTBO.

Benukn HCIIBn n COX-2 uHXMOMTOpPHM HpoOsIBSBAT aHANTeTH4eH e(eKkT B
CpaBHMMa CTEINEH, HO C€ XapaKTepU3upaT C pa3auyeH MOTEHLHad Ha racTpo-
WHTECTHHANIHA, YEpPHOAPOOHa, KapAuO-BacKylapHa M pEHalHa TOKCHYHOCT.
N300ppT HaA nekapcTBEH MPOAYKT M Jo03aTa TpsOBa da ce OasupaT Ha
WHIUBUAYJTHUTE XapaKTePUCTUKU Ha MAIMeHTa, PUCKOBH (PaKTOPH, BKIFOUUTEIHO
BB3pactTa. [laninenture Tpsi6Ba peryinspHo ga ObIaT MOHUTOPUPAHH.

AKO TalMeHTa BeYe € Ha Tepamusi ¢ HUCKH J03U aspirin, TO MEIUIIUHCKHS
CHEIUaIUCT TpsAOBa 1ga oOmuciau mpueMm Ha aHanretuiin BMmecto HCIIBa wmm
COX-2 nuHxuburopwu.

4. WHTpa-apTUKYJapHO JieueHHUe

a.

KOpTI/IKOCTepOI/II[I/I HWHXXCKTUPAHU UHTPAAPTUKYIIAPHO MOTAT Ja CC ,Z[O6aBSIT KbM
OCHOBHATa TCpalius, Mpu ManucHTU ¢ OCTCOAPTPUT U TCIKKA OoJIKa.

5. XupypruuHo JeyeHue



DapMaKoJOrH4HA Tepanus
e AHAJITeTHLIMTE Ca JIEKAPCTBA Ha I'bPBM W300p 3a MOBJIMSIBaHE Ha apTpo3Hara OOJKa.
[Iupoko npunoxenre Hamupat npenapature Metamizolum u Paracetamol .
e HCIIBa mpurexaBaT NPOTHUBOBB3NAIUTENIEH, AaHAJITeTHYEH, AaHTUIIUPETHYEH U
aHTHarperanTe egekr. Te ca MOIXOAsIIM 3a CUMITOMATUYHO JiedeHue Ha OonmHuTe ¢ OA.
[ToBnusiBaT cTaBHaTa OOJIKa M OTOK, CKOBAHOCTTA, KAKTO U (DYHKIIMOHAIHUS KaraluTeT Ha
3aCerHaTUTe CTaBH, T.€. IOCTUra CE€ 3HAYUTEIHO MOJ00pEHHE B KIMHUYHOTO CHCTOSITHUE HA
6omnnute. TpsiOBa 1a ce cna3Ba MPaBWIOTO TEpamusTa Ja 3alo4yBa ¢ Ha3HAYaBaHETO Ha TO-
neku u otHocutenHo OesonacHun HCIIBn m mocreneHHo Ja ce mpeMUHaBa KbM IO-CHIIHH,
aKo I'bpBUTE HE ca Janu edekT. Jlekapsr TpsaOBa 1a npeAnucBa OHE3! OT TAX, KOMTO IM03HaBa
Haii-mo0pe.
[Ipu neuenuero Ha OA Haii-uecto ce uznonspat cieanure HCIIB:
e diclofenac
e piroxicam, tenoxicam
e naproxen, ibuprofen, ketoprofen
JleBeTneceTTe TOAMHM HAa MUHAIMAT BeK Oemie pa3paboreHa HoBa reHepauuss HCIIBn -
CENEeKTUBHHU IHKIOoOKcuTreHazHu uaxuoutopn (COX 2-uaxuburtopm). COX 2-uHXHUOUTOpPHUTE
(celecoxib, parecoxib, etoricoxib) moka3Bat TeparneBTHuHaTa €()EKTHBHOCT, KOATO € CXOJHA C
Ta3u Ha Hal-mmpoko u3noasBanute HCIIBa. TsaxHOTO mpenuMcTBO €, 4e ce MOHAcIT 100pe u
BOJIAT /10 3HAYUTEITHO MO-MaJIKO CTPAHWYHU €(EeKTH OT CTpaHa Ha CTOMAIIHO-YPEBHUS TPAKT U
OpOpernTe, HO TIXHATa KapJUOBAacCKyJapaH TOKCHMYHOCT OrpaHuMyaBa ynorpebara um. Ha
HAIMAT Ma3ap ce npejiarat npenapature celecoxib, etoricoxib u parecoxib.
IIpes 2011 r. ¢ ornen noBUILIEHATa YECTOTA HA HEXKEJIAHU JIEKAPCTBEHU PEAKLMU OT CTpaHa Ha
4YepHus Ipo0o, Oelre npeMaxHaTa MHIUKAIUATA 3a JieueHHe Ha apTpo3Ha Oosika ¢ Nimesudid.
e OnnonaHu aHaiareruum. llpu nepcuctupamiy, CUIHM M HENOBJIMSBAILIM ce OOJKU ce
Hajlara jeyeHue ¢ OMHMOMJIHU aHAJITeTUIM, MPUIOKEHW B HUCKU 03U U KPAaTKU JeuyeOHU
kypcose . [IpunoxeHune Hamupar mpenaparute oXycodone u tramadol.
e [/IIOKOKOPTHKONAN 32 JIOKAJIHO NpujoxkeHue. BrprpecraBHoTO seueHne ¢ 'K nenu
MOBJIMSIBAHE HA MOJAJEXKAIUS CHHOBHUT, XOHJPUT, OCTEUT, KAKTO M HAa OKOJIOCTaBHUTE
ThKaHHU yBpeau. [IpeOnokpucranuute 'K ca moaxopsmm 3a mepucTaBHU WHOUITpAIUN
(MHCEpIMOHNTH, OYpPCUTH, JIMTAMEHTUTH), KAKTO U B TO-JCKUTE CIy4yad HAa aKTHBHpaHA
ocreoaptpo3a. Enpoxpucrannure 'K ce nmpuiarat ctporo BbTpPECTaBHO U LIEIAT MOBJIHSBAHE
Ha o0co0eHO ymopuT cuHOBMT. Haif-uecto TOBa jeueHue ce mpujara B KOJSHHaTa CTaBa.
WmxekTupaHeTo Ha Ta3o0eqpeHaTa cTaBa HE ce MpernopbuBa . M3monsBar ce mnpemnapaTture
betamethasone, methylprednisolone u np. He Tps0Ba na ce m3BBpHIBAT MOBEYE OT TPH
MHXEKIUHU B €/Ha CTaBa rOJIUIIHO.
e Muopenaxcantu (baclofen, tolperisone). Muopenakcanture ¢ nentpaino (Baclofen) u
nepudepro (Tolperisone) neiicTBre ca BaKHU BBB BCHYKH CIy4ad KOTaTo MMaMe HaIHIE



MYCKYJIEH cra3bM. Te BIM3aT mo-psSaKo B ChOOpa)KeHHE B 00IaTa TeparneBTHYHA Mporpama

npu OA.

e ba3ucTHu cpeacTBa 3a Jle4eHHe HA apTPo3HaTa 0oJ1ecT ( XOHAPONPOTEKTOPH )

I'moko3amMuH cyagar M XOHAPOMTHH cyJjadaT u3MN0I3BaT CE CaMOCTOSATENIHO M KaTo
KOMOMHHMpaHu TmpernapaTd. TexHute edekTH ca CBbpP3aHM C MOA0OpeHa CHHTEe3a Ha
[JIIOKO3aMUHOTJIMKaHH, POTEOTNIMKAHU U KOJIATeH OT XOHAPOLMTUTE , UHXUOMpPaHE Ha HAKOU
pasrpaxkaaiiy Xpylisia €H3WMH, pelayluupaHe Ha OonkaTa M MoJoOpsiBaHE Ha CTaBHATa
MOJIBIKHOCT, KaKTO M peaylUpaHe Ha BB3MAJICHHUETO MpH aKTHBHpaHa apTpo3a. BaxHo e
MAIMEHTHT JIa MpUeMa JocTaThuHa JTHEBHA 1032 oT 1500 mg rmoko3amuH cyndar, kakro u 800
mg/aa xouapoutuH cyndar. [IpoabkuTenHOCTTa HA JeUeOHHS Kypc € 3 Mecema, IBa IbTH
TOJUIIIHO.
HeocanyHsieMn eKCcTpPakTH OT AaBOKag0 M COsl [pUHAJIEXaT KbM TIpynata Ha
XOHJPOMPOTEKTOPUTE, HO CBHIO Taka MpUTexaBaT U cuMmnToMatudeH edekr. Cuura ce, ue
CTUMYJHMpAT CHUHTE3a Ha eKCTpalelnylapHus MaTpUKC Ha CheAMHHUTENTHATa TBhKAaH U
nponudepanuiara Ha XOHIPOLUTHUTE, MOATHCKAT KOJIareHa3HaTa M IIMTOKMHOBA aKTHUBHOCT,
MOBJIMSIBAT CBBP3BAHETO HAa KOJIareHOBUTE (DUOPH, CTUMYIUpAT pacTeKHUTE (akTopu Ha
ChEIMHUTEIIHOTbKAHHUTE M XPYLUUUTHH KJIeTKH. ToBa yiecHsBa 3apacTBaHETO Ha paHU U
oo0psiBa  BH3CTAHOBABAHETO HA  JIETEHEPATHBHO IPOMEHEHUTE CTaBHU CTPYKTypHU
IlpoBenenute cpaBHUTENHH, M1a11e00-KOHTPOJIUPAHU MPOYUBAHUS TOKA3BAT €PEKTUBHOCTTA Ha
IIPOJYKTA MPU OBJIAJsBaHE Ha KIMHUYHUTE NposiBM Ha OA (00iKa M CKOBAHOCT), 3aroy4Bailia B
Kpas Ha 1-Bus Mecel] OT Ha4aJloTo Ha JiedeHuero. [Ipunara ce no 1 xamncysna IHEBHO IO BpeMe Ha
XpaHeHe B IpOAbDKEHHE Ha 3 Mecela.

o JlyopukanTu. To3u BUJ JIeKapcTBa, M3MOI3BaHM 3a jeyeHnero Ha OA, ca ch3Ja/leHH Ha
0aszara Ha xuajgdypoHoBaTa kucejuHa (XK). Te mogoOpsBaT BUCKO30-eIaCTHYHUTE CBOWCTBA Ha
CMHOBMAJIHaTa TEYHOCT. HaTuBHaTa XHalypoHOBAa KHCEIMHA HMa CPaBHUTEIHO KpaTbK
MOJIY’)KMBOT M TOpaJd Ta3u NpUYMHA C€ HW3IMOJI3BAT Pa3IU4YHU IPOU3BOJCTBEHH TEXHUKU 3a
yIbJDKaBaHe Ha Bepurara M crabwin3upaHe Ha Mojekyinara. Ilo oTHomleHHMe Ha HelHMA
IIPOU3XO0J U TEXHOJIOTHA Ha U3BIn4aHe ek3oreHHara XK ce cuntesupa upes:

® EeKCTpaklus OT METJIHOB IPeOEH ¢ MOCIEABAIO NPEYNCTBAHE;

e OunodepMeHTanusi Ha OakTepwu, mpeauMHO Streptococcus zooepidermicus — merof,

OTJIMYaBalll Ce C MO-MaIbK aJlepreHeH MOTeHIHa.

B®B Bpb3Ka ¢ HAUMHHMTE HA CHHTE3a, XUATYPOHOBUTE KUCEJIIMHU MOrar Jia ce Kjiacuuuupar B
TIBE TPYIIH:
e XwuamypoHaHH: J[BITOBEPIKHHM MOJEKYIM OT NTUYM TPOU3XOJ WM pe3yilTaT Ha
O6uodepMmeHTalus ¢ MoJIeKyIHa Maca oouyaitno mexay 0.5 u 2.8 mDa.
e KpscrocaHo-cBbp3anu (Cross-linked) xuamypoHaHu: XHadTypOHOBH MOJICKYJIH, XUMUYHO
MOJUGUIMPAHH Ype3 KPbCTOCAaHO-CBBbP3BaHE, ChCTOALIM € OT TeyHa (pa3a ¢ mo-rossiMa
MoJieKkyliHa maca (okoio 6 mDa) u conmaHa chcTaBKa C HEOTpaHMUYSHA MOJIEKYIJIHA Maca,



dbopMupaHu uYpe3 KpPbCTOCAHO-CBBP3aHU BPB3KU MEXKAY ABITH BEPUTH XUATYPOHOBHU
KHUCEJIMHU.

Borpeku e oT ¢papMakoIOruuHa riieJiHa TOYKa BCUUYKH XUaTypOHOBHU KHUCEIMHHU 32 BBTPECTABHO
MPUIOKEHNUE MPEJCTaBIsBAaT TOJEMHU MOJEKYJIU, 3a KIMHUYHATA I[PaKTHUKa MO-yIOOHO €
pa3aeNsHeToO UM Ha TaKMBa C HUCKA, CPe/IHAa U BUCOKA MOJIEKYJIHA Maca:
e  Hucka“ monekymnna maca — mexxay 500 u 1000 KDa
o Cpenna“ monekynna maca — mexay 1000 u 2800 KDa
e Bucoka“ MonekynHa mMaca — OTHacsi ce Hali-4ecTo 3a KPbCTOCAHO-CBBbP3aHU MOJICKYIIH,
YUATO MOJIEKYJTHA Maca € mo-Bucoka ot 3 000 KDa

KpbcTocano-cBbp3aHuTe MOJIEKYJIM Ca Ch3JaJCHU C 1€ MOCTUTaHe Ha MPOJYKT C MOA0OpeHH
BHCKOENIACTUYHH CBOMCTBA M C MO-TOJSIMA YCTOHYMBOCT Ha JCHCTBHETO HA BBTPECTABHUTE
xuanyponunaszu. [IpoydBanus moka3BaT, e BBTPECTABHUAT MOIY)KMBOT HAa XHATypOHATHTE C
HUCKa MOJICKYJIHa Maca € eiBa 24 yaca, JOKaTo TO3M Ha KPBHCTOCAHO-CBBP3AHHUTE MOJICKYIH
MOKE JIa IOCTUTHE HAKOJIKO THU M JIOPH CEMUIIH.

AKTyalnHUTE TPENnopbKU H3THKBAT, Y€ ChHINECTBYBAaT JOKa3aTeJCTBA B TMOAKpena Ha
edukacHoctra Ha XK B JleueHHETO Ha TOHAPTPO3a KAKTO 32 HAMAJIIBAHETO Ha OoyKaTa , Taka u
3a GYHKIIMOHATHOTO MoJo0peHne Ha nanueHtute. EQexThT uM ce xapakTepusupa cbC 3a0aBeHO
Hayajuo, HO MO-TIPOJABIKUTEITHO BpEeMETpacHe, B CPaBHEHUE C BBTPECTABHOTO MPHIIOKEHHE HA
KOPTHKOCTEPOUTH.

ITpe3 2012 r. AmepukaHckusT kojiex mo pesmaronorus (ACR) naBa ycioBHa mpenopbka 3a
M3IIOJI3BAHETO Ha XHATypOHAaTH IpH JICUYCHHE Ha TOHAPTPO3a, AOKATO HE IpEernopbyBa
nkektupanero uM npu OA Ha ppkara. ACR u3pH4YHO HE JaBa HACOKH 10 OTHOIIEHHE Ha
BbTpecTaBHUTE MHkKEKIMU ¢ XK mpu kKokcapTpo3sa.

2. XuUpypru4yHo JieyeHue. B KkommiekcHUs TepamneBTHYeH Mojaxoi mnpu OomHute ¢ OA
ONpEAENIEHO MSCTO 3aéMa U XHUPYpruuHoTO JjeueHue. IIpoBexxnmar ce aprpockomnus,
CUHOBEKTOMHUH, KOPUTHPAIIH ONIEPALlU, CHIOIPOTE3UPAHE.

3. ®u3ukaaHo JeyeHne M pexadmautanus. CbIIECTBEHO MICTO NpH jedeHueto Ha OA
3aeMar (U3HMKAIHUTE CpeACTBa. Te ce 00eIMHSABAT B CIEIHUTE TPYIIU:
v QU3HOTEPATIEBTHYHH;
v/ KHHE3UTEePANICBTHYHH,
v/ KypOpPTHO-KJIMMAaTHYHH.
M3non3Bar ce caMOCTOSTEHO UM KOMOUHUPAHO.



