Ilpunoscenue Kom 4ieH eOuHcmeen

ODAPMAKOTEPAIIEBTUYHO PBKOBOACTBO
IO PEBMATOJIOI' UA

BTOPO U3JAHUE

Hacrponmnute IMPOMEHU B TCPAIICBTUYHATA CTPATCrusd Npu PCBMATUYHUTC Oosectn B
MMOCICAHUTE ABC I'OJUHU, U3Ppa3daBallln C€ IMPECANMHO C BKIIIOYBAHCTO HA HOBU MHJAUKAlIWUU, MCPKHU
3a 0€30IaCTHOCT U J030BHU PCIKUMHU HAJIOXKHXA IIPC3UAABAHCTO HA HY6J'II/IKYBEIHI/IH pe3 2017 r.
“CDapMaKOTepaHeBTI/I‘leH CIIPaBOYHHUK II0 peBMaTOHOI‘I/IH”. Knuanunara u JUAarHoCTn4y”Hara 4act
OT CIIPAaBOYHHKA € HCIIPOMCHCHA ITOpaJau JIMIICAaTa Ha CBIICCTBCHHU U3MCHCHH B Ta3W HACOKaA.

PeBmarosniorusita € paszien Ha MeQUIMHATA, KOWTO C€ 3aHMMaBa C BCUYKU MEIUIIMHCKU
aCMeKTH Ha MYCKYJIO-CKEJIETHUTE M ChEIUHUTEIHOTbKAaHHUTE 3a00JIsIBAaHUS, KOUTO BKIIIOYBAT
CUCTEMHM 3a00JIsIBAaHUS HA CHEIWHUTENHATAa TbKaH, BB3MNAIUTEIHU CTaBHU 3a00JsBaHUsA,
OCTEOapTPUT, TPbOHAUHHN MPOOJIEMH, PEBMAaTH3bM Ha MEKUTE THKAaHH U PETMOHAIHM OOJIKOBU
CHHJIPOMH, a CBIIIO TaKa U HETPABMATUYHU KOCTHU HapYILIECHUS.

PeBmaTnuHuTE 60JIECTH UMAT OI'POMHO COLIMATHO-UKOHOMUYECKO 3HaueHue. Te ca Haii-
gyecTaTa MpPUYMHA 32 XpOHMYHA OOJKa M TeXKU (usnuecku yspexaanus. OcreoapTposara e
YeTBbpTaTa Hali-4ecTo CpelllaHa NpUYMHA 32 MHBAIWU3ALlMs B CBETOBEH Maliao.

3abenexka:

JleyeHneTo ¢ Hepa3peleH! 3a yHoTpeda JIeKapCTBEHH MPOAYKTH C€ U3BBPILIBA IIPU YCIOBHATA U TIO e,
onpenencan ¢ Hapen6a Ne 10 ot 17 moemspu 2011 1. 3a ycnoBusTa U peia 3a JIeUSHHE C Hepa3pelieH! 3a
ynotpeda B PenyOnuka brirapus gekapcTBeHH POJIYKTH, KAKTO U 33 YCIIOBHATA U pe/ia 32 BKIIFOUBAHE,
MIPOMEHH, U3KIIIOYBAHE U JOCTAaBKa HA JIEKAPCTBEHU NPOIYKTH OT CIIMCHKA 110 Wil. 266a, an.2 oT 3aKoHa 3a
JIEKapCTBEHUTE MPOAYKTH B XyMmMaHHaTa mMeaunuHa (o0H. JIB 6p.95 ot 2.12. 2011r., gom. JAB 6p.24 ot
12.03. 2013r.) Ha MUHHACTHPA HA 3IPAaBEOTIA3BAHETO.



Yact nbpBa
BB3NNAIUTE/THO-CTABHH 3ABOJISABAHUSA

PEBMATOUIEH APTPUT (mo MKB kox MO0S)

l. Jepmunumsi

Pesmatouanusar aptput (PA) e XpoHHYHO aBTOMMYHHO 3a00JsIBAHE C HEM3BECTHA E€THUOJIOTHSL.
OcHoBHaTa My KJIMHHYHA TPOsiBA € CUMETPUYHHAT MPOrpecupall epo3uBeH apTputT. Hapen c
TOBa MOTar Jia ObJaT 3eCerHaTH peaulia Apyru opranu u cuctemu. Yecrorata Ha PA Bapupa ot
0.5% mo 1.5%. OOuKHOBEHO ce M3sIBSBAa BBHB BB3pacTTa Mexay 35 u 55 roxa. Ilpu xenute ce

cpema 3 mbTH MO-YE€CTO, OTKOJIKOTO MPH MBXKETe. Y HAaCc 3aCerHaTHTE OT TOBa 3a00JIsBaHE ca
okoJo 30000-35000.

1. Jlmarno3a na PA

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

1. CyrpemHa CKOBaHOCT BBB WJIM OKOJIO CTaBUTE, IPOJBIDKABAIIA MTOHE €IUH 4Yac MpPeIu
MaKCUMaJTHOTO TTOI00pEeHHE.

2. ApTpUT B TPU WM TIOBEYE CTABHH 30HH, YCTAHOBEHH OT Jiekap. Otuutat ce 14 Bb3MOXKHU
CTaBHM 30HU (BISICHO U BIISBO) - TPOKCHMAJIHH WHTepQalaHreaJHd CTaBH,
MeTakapnogagaHreaqTHu CTaBM, KUTKa, JIAKBT, KOJSHO, IJI€3€H, MeTaTtap3o(daiaHreaaHu
CTaBH.

3. ApTpUT Ha CTaBM Ha pblieTe (KUTKHM, MeTakaprnogalaHrealHd WM TMPOKCUMAIHU
uHTep(alaHT€aTHU CTaBH).

4. CumerpuueH apTpUT (€IHOBPEMEHHO 3acsiraHeé Ha €JHM M ChIIU CTaBHU 30HU
nBycTpanHO). He ce m3mckBa aOCONIOTHA CHMETPHS MPU 3acsiraHe Ha MPOKCHMAITHUTE
nHTepaTaHTeTHHA, METaKaproQalaHT CATHUTE WM MeTaTap3o]aiaHreaTHUTe CTaBH.

5. PeBmaToumHM BB3JH, yCTAHOBEHH OT JIEKap.

6. PeBmaTouzeH QaxkTop B cepyma. YCTaHOBSBaHE Ha MOBMIIEHO KOJMYECTBO Ha
peBMarouJieH (akTop B cepymMa C METOJ, KOHTO € MOJIOKUTENEH MPpHU MOo-Maiko oT 5%
IIPU 3[paBH JIMLA.

7. PentrenoBu mnpomeHu. Hamuume Ha TUNUYHM 3a PA pEeHTreHOBM TNpPOMEHH IIpU
peHTreHorpadust Ha pbIie U KUTKH - KOCTHU €pO3HH, IEPUCTaBHA OCTEOIOPO3a.

[IspBuTE 4 KpUTEpHs TPsAOBa Aa ca OuiM Hanuie noHe 6 cenmuim. J(uarnosata PA ce mocrass,
aKo ca HaJIMIle Hali-MaJIKoO 4 OT 7-Te KpUTEpHSL.

Knunnunara kaptuna npu PA mnonskora ce oopmsi B MpoabJKEHHE Ha Meceld. ToBa MpaBH
paHHaTta nuarHo3a TpynaHa. I[lomydeHuTe nokazaTescTBa 3a ApaMaTHYHOTO MOJOOpsiBaHE Ha
MpOTHO3aTa MpHU THanueHTu ¢ PA, nexyBaHu paHO B eBoioIuTa Ha Oonectra ¢be K-BMAPII,
KAaKTO U TO-HHUCKaTa e()EeKTHUBHOCT Ha MPHJIOKEHOTO JIEYEHHE Ha MO-KbCEH eTarl, Olpeaenuxa
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HE00XO0IMMOCTTa OT Ch3JaBAaHETO Ha HOBU KPUTEPUHU 3a OTHU(DEepeHIHpaHe HA MAlUEHTUTE C
panen pesmatomneH aptput. [Ipe3 2010 rox. ca mpuetu Kiacu(PUKAIMOHHUTE KPUTEPUU Ha
ACR/EULAR, 3a mnamuentud HewmsmbiBamy kputepuute Ha ACR ot 1987 r. Ilenra ¢ nma ce
OTIpeNIeNIAT Te3U UHAMBUIM C PaHHO CTaBHO Bb3MajieHHe, Kouto Ouxme yekyBanu ¢ BITAPJIL, 3a
Jla He JIOMYCHEM XPOHHU(DUIIMPAHE UM CTAaBHO YBPEKIIAHE.

Knacugpurxayuonnu xpumepuu 3a panen PA na ACR/IEULAR om 2010 2
1. Hanuuume Ha mepudepeH apTpUT B pa3iIMyHU CTaBH 30HU, JOKa3aH KIMHHYHO, 4ype3 Y3

wi MPT: 0-5 T.;

2. VIMyHOJOrMYHa aKTMBHOCT - TO3UTHBHA WM OTpULaTeaHa ceposnorud 3a RF n/unu antu-
CCP: 0-3 1

3. Bb3namuTenHa akKTUBHOCT - MOBUIICHU WM HOpMainHu cToiHOocTH Ha CRP w/mmun CVYE:
0-1T1;

4. ]JlaBHOCT Ha CTAaBHUTE OIUIAKBAHMS - IOBEUE MJIM MO-MajKo oT 6 ceamuiu: 0-1 T.

ITo kpurepuntre or ACR 1987 r., 3a ma ce mocrtaBu nmarHosara PA, € HeoOXomumo 1a ca
nposiBeHu MoHe 4 ot 7-te kputepud. Te umar 91% uyBctButennoct u 89% cnenuduynoct. [Ipes
2010 r. ACR/EULAR ny6nukyBa HOBM KPUTEpUHU 32 OXapaKTEPU3UPAHETO Ha MAalUEHTHUTE,
Henonagamu B Te3u oT ACR 1987 r. Te ca pa3genenu B 4 rpynu, kaTto auaroza PA moxe na ce
MOCTaBH MPH HaJIM4ue Ha cOop oT 6 Touku. J{marnosara paneH PA ce mpueMa npu HATHYUETO
Ha cOop > 6 T.

JIsnrocpoynara nporuo3za Ha PA He e moOpa. Ha nmecerara roguna oT HavanmoTo Ha Oosectra
50% ot OonHHUTE ca ChC 3HAYMTEIIHO HamMaylieHa (DyHKIIMOHAJIHa aKTMBHOCT, a Ha JBajieceTaTa
roguHa — 80%. CpeaHata IpOABIKUTETHOCT Ha KMBOTa Ha OOJHUTE € HamalieHa oT 3 70 18
roguHu. Hail-uectu mpuuuHM 3a CMBPT ca MHPEKIUH, ChbpJACUYHU 3a00JsaBaHMs, 0enoaApoOHa U
OBOpeuHa HeI0CTaThYHOCT, CTOMAIIHO-YPEBHU YCIOKHEHUS.

II1. Iudepenunanna 1uarsosa

Hudepenunannara auarHosa npu PA ce mpaBu ¢ penuna 0osiecTH, B KIMHUKAaTa Ha KOUTO
CTaBHHUAT CHHJPOM € BOJEII MM CE€ MPOSBSIBA Ha OIpPEACICH eTan OT eBojronusTa uMm. Haii-
YecTO Ce Hajlara pa3rpaHH4aBaHe OT CJEeIHUTE 3200 sIBaHU:

1. CeponeraTtuBHHM CHOHIMIOAPTPUTH (Oonect Ha bextepeB, ICOpHAaTHYEH apTpPUT,
cHHIpOM Ha Reiter, apTput npy Bp3NATUTEIHN YpEBHU OOIECTH).

2. ApTpuUTH, CBBpP3aHU C MH(EKIHs (CENTUYEH apTPUT, PEaKTHUBEH apTPHUT, PEBMATU3BM U
ap.)

3. Cucremnn 3a0onsBanust Ha cheauHuTenHata Thkan (CJIE, cucremMHa ckieponepMmus,
MOJMMHO3UT/IEPMaTOMHO3UT, CHCTEMHHM BacKyiuTh, Oomect Ha Behcet, overlap-
CUHJIPOM U JIp.)

4. Kpucramuu aprponaTuu (rmojaarpa, XOHAPOKaIIUHO3a U JIp.)



5. Ocreoaptpo3a
6. Jlpyrm 3abonsBanms  (capkoumo3a, xemoduiHa aprpomarus, (Gubpomumanrus,
XEMOXPOMaTO03a, UHTEPMUTECHTHA XUPAPTPO3a, MMTMEHTCH BUJIOHOAYJIAPEH CHHOBHT H

zp.)

IV. Ctparerusi B Tepanusita Ha PA

1. Tepanus Ha akTuBeH PA c 1en na ce MOCTUrHE peMUCHS WM HaMalliBaHE aKTUBHOCTTA Ha
3a00JISIBAHETO, KO HE MOXKE J[a C€ TIOCTUTHE PEMUCHSI.

2. lenra 1a ce mocTUrHe peMHCHs € 0COOEHO BaXKHA MPU MAIIMEHTUTE C PAIHOIOTUYHH JaHHHU 32
IIporpecus.

3. IIpu BB3pacTHu manueHtd ¢ PA, C-peakTHBeH NPOTEMH M aKTHBHOCTTA Ha 3a00JIIBaHETO
TpsiOBa €XKEMEeCeUHO Jla ¢€ MOHUTOPHPAT OT CHELMAIHCT, JOKATO HE Ce MOCTUIHE HaMallsiBaHe
aKTUBHOCTTA Ha 3a00JI1BaHETO U PEMHCHUSI.

IInpBoHaYaJIHA (hapMaKOJOTHYHA Tepanus

e KoOHBEHIIMOHAJIHU 6OJI€CT-MOZ[I/Id)I/IHI/IDaH_II/I AHTHUPCBMATOMAHH JICKAPCTBA (KBMAPH)

1. Bwb3pacTHu HalMeHTy ¢ HOBOAMATHOCTULIMPAH akTHBeH PA
a. IIvpBa nuuus tepanus ¢ KBMAPJI monorepanus (mepopanno methotrexate
(MTX), leflunomide wiu sulfasalazine) xonkoTo € BB3MOXKHO TO-CKOPO U
Hai-700pe B paMKUTE Ha 3 Mecella OT HayaJlHATa MPOsiBa Ha CUMIITOMUTE.
b. Hydroxychloroquine ¢ anrepuaruBa na methotrexate, leflunomide wu
sulfasalazine, mpu c1a6o 10 NaTUHIPOMHO 3a00JIsSBaHE.
€. Jlo3ara MoxXe J1a ce MOBHIIaBa 10 MAKCUMAJIHO [IOHOCUMATA.

2. Jla ce oOMHUCIIM KpaTKO-BPEMEHHO MpHJIaraHe Ha KOPTHKOCTEPOMUIH (TEepOpajHo,
MHTPaMyCKYJIHO WM UHTPAaapTUKYJIApHO) IpH cTapTupaHe Ha Tepanus ¢ KEMAPJL.

3. Jlo6aBsine Ha BTOpo KBMAPIJI (nepopanto methotrexate, leflunomide, sulfasalazine
win hydroxychloroquine) keM mbpBoHauamHO u3moa3BaHoTo KBMAPJI (step-up
CTpaTerusi), Koraro He ce€ IIOCTUra PEeMHCUs WM HamallsiBaHe aKTMBHOCTTa Ha
3a00J11BaHETO, BHIIPEKH MTOBUILIABAHE HA J103aTa.

e TepanusaTa ¢ KOPTHKOCTEPOUIU TD5I6B21 Jla_TpoAbKaBa 3a BH3MOXKHO HaW-KpPaThK

Oepuoa OT BpEME.

e HecTepouaHu IPOTUBOBBL3NAIUTEIHN JIEKAPCTBA (HCHBJI) C€ NpcaAnumcBaT caMo KoraTro

€ HAJIUIIC HCAACKBATCH KOHTPOJI HA 0oJIKaTa ¥ CKOBAHOCTTA.

o HCIIBn ce mpeanmucBaT BBB BB3MOXXHO Hal-HHCKaTa €(QEKTHBHA J03a M 3a
BB3MOKHO Hal-KpaThK MEPHOJI OT BPEME.

o [Jla ce umar mpeaBU] TEXHUTE HexenaHu JekapcTBeHH peakuuu (HJIP), xarto
racTpo-MHTEPCTHHAIHA,  KapAuO-BacKyJapHa, YepHoIpoOHa W  peHajaHa
TOKCHYHOCT.

o Ilanmenture penoBHO Aa ce npociuenssar 3a HIIP.


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 mpeamnumiie WHXUOMTOP Ha MPOTOHHATa momia (omeprazole u ap.) ako e
He00X0IUMO.

o Jla ce mMar mpenBuJ U MHIUBUAYATHUTE PUCKOBH (ACTOpH, KaTO BB3PACT U
OpeMEHHOCT.

o0 AKo MaiueHTa ¢ HaJOKHUTEIHO Jla IIpUeMa HUCKHU JI03u aspirin, to tpsOBa jaa ce
OOMUCIST Ipyru TMHUK Tepanus npeau aa ce nodasst HCIIBn (+ nuaxuburop Ha
NPOTOHHATa TMOMIA), KOraro KOHTpOJa Ha Ooikara M CKOBaHOCTTa ca
HeaJIeKBaTHH.

V. JlekapcTBeHa Tepanmusi
dapmakorepanus Ha PA BK/I0uBa:

» HecenexkruBau HECTCPOUIHU OPOTUBOBB3NAIUTCIIHU JICKapCTBa (Diclofenac,
Dexketoprofen) u COX-2 cenexrusHu - Etoricoxib, Celecoxib u np.
» T'moxokoprukocrepouu — Prednisolone, Methylprednisolone u ap.
» KonBeHmonamHu 601ecT MOIU(pHUIUpPAIIN aHTHPEBMAaTOUAHN JiekapcTBa (K-BMAPIT) —
Methotrexate, Leflunomide, Hydroxychloroquine, Sulfasalazine.
» buonornunu 6onect MOIUPHUIMPAITN aHTUPEBMATOUIHHU JiekapcTBa (6-BMAPJI):
* TNFo unxuburopu — Infliximab, Etanercept, Adalimumab, Certolizumab pegol u
Golimumab
* aHTU-P KIeTh4HA Tepanus - Rituximab
* MHXUOUTOpH Ha KO-cTUMynanusta Ha T-knerkute — Abatacept
* IL-6 penentopuu anTaronucty - Tocilizumab
* IL-1 peuenropuu antaronuctu — Anakinra

» Cenextusuu naxuoutopu Ha JAK kunasu — Tofacitinib, Baricitinib u Upadacitinib.

B Koncencyca na BJIP u Ilpenopekure Ha EULAR ca 3anerHanu cieiHuTe OCHOBHH
MOJIOKEHMS 32 (PapMaKOJIOTHYHOTO JieueHue Ha PA:

Jleuennero cbc K-BMAPJI TpsiOBa na 3amo4yHe BB3MOXKHO Hal-paHO cjel IOCTaBsHE Ha
nuarHozara PA. 3a0aBsiHETO Ha JIEYEHHMETO, HamalsiBa BB3MOXKHOCTTa C MOHOTEpamnus Ja ce
MIOCTUTHE peMUcHs Tpu paHeH PA.

Ilenta Ha JIeYEeHHETO € MOCTUraHE HAa PEMHUCHUS WIM HUCKA CTENEH Ha OOJecTHa aKTHBHOCT.
Pemucusra € ocCHOBHa TepaneBTUYHA Liel, 0coOeHO npu paHeH PA, nokaro Huckara OonecTHa
AKTHUBHOCT MOXE J1a € MOJIXO/AsIla alTepHaThBa MpU NanueHTu ¢ apiarorogumed PA. Ienrta Ha
JIeueHHeTo TpsiOBa /1a ce JOCTUTHE B paMKHUTE Ha 3 - 6 Mecela.



MTX e nekapcTBeH MPOIYKT OT MbpBa JUHUS Ha JieueOHaTa cTparerus. [Ipu KoHTpanHAMKaUu
niay HemoHocuMocT kKbM MTX, karto mbpBa JauHUs TpsOBa ma ce umat npensua: leflunomide,
sulfasalazine miu HHXKEKIMOHHO 371aTO.

Axo menta He € TOCTHUTHaTa C WbpBoHavyanHO wu30Opanuss KBMAPJI u nuncear mommwm
MpOorHOCTUYHK (aKTOpu, TpsAOBa Aa ce mpemuHe KbM apyro KBMAPJI wnu koMOuHaAmus oT
HskoIK0 KbBMAPIJIL. [Ipr HanuuueTo Ha JOMU MPOTHOCTUYHHU (DAKTOPH WM JUIICBA YCIEX OT
npenmecsamoro jeyenne ¢ KBMAPJI ce no0GaBs OHOJOrMYEH JIEKAPCTBEH MPOIYKT HIIH
TcBMAPJL

[Ipu manmenTu, orroBopwin HepocTaThyHO KbM MTX w/mmm npyro kbMAPIJI, ¢ umu 6e3 T'K,
TpsiOBa Aa ce 3amouHe JedeHue ¢ ouonornaan BMAPJI (6BMAPJI) unu tapretHu cnenupuaHu
(BMAPJI) tcBMAPJI (EULAR 2016). CeramHara mnpakTHKa H3HCKBa Ja CE 3allOYyHE C
aHTUIUMTOKMHOB nHXKHOHUTOp: adalimumab, certolizumab, etanercept, golimumab, infliximab
i tocilizumab, kotito TpsOBa 1a ce komOunupa ¢ MTX (ipu jurca Ha TPOTHBOIOKA3AHMUS).
Camo 3a tocilizumab w baricitimib uma nokaszaTencrBa, 4e MOHOTEpamusTa € TOJKOBA
edeKTUBHA, KOJIKOTO KoMOuHarms ¢ MTX.

Taprernu cneunduunu 6oxecro mMomuduuupamy aHtupeBMaTH4HU JekapctBa (tSDMARDs,
TcBITAPJI), kouto uaxubupar Jak (tofacitinib, baricitinib, upadacitinib).

[TaruenTUTe ¢ HEAOCTATHUEH OTIOBOP KBbM MBPBUS NPEANUCAH AHTULUTOKUHOB HHXUOUTOP
Tpsa6Ba na nomyyat npyr 60bMAPJI unu tcEBMAPJL

Anakinra e mpeaHa3HaueH 3a JCUCHHE TPU Bb3PACTHU HA MPU3HAIMTE U CUMITOMHTE Ha PA B
KOMOMHAIMsI C METOTPEKCaT C HEeaJeKBaTeH OTrOBOP KbM CaMOCTOSITCIIHO TIpHJIaraH
METOTpEKCaT.

Korato ce yrounsiBa jieueHuero, TpsOBa J1a ce WMaT MPEeABUI M JApPyru (axTopu, OCBEH
0oJiecTHaTa aKTUBHOCT, KaTO MPOTPECHs] HA CTABHHUTE YBPEKIAHWS, KOMOPOUTHOCT U MPOQHIT
Ha JIeKapcTBeHa 0€301acHOCT.

BosnectHaTta akTUBHOCT ce OLieHsIBa ¢ momoInrra Ha ciegunte nuaaekcn: DAS28, SDAI u CDAL.
IIpenopbkata Ha B/IP e B pyTuHHaTa npakTuka aa ce unonaza DAS28. 3a pemucus ce npuemar
croiinocTn Ha DAS28 mo-manku ot 2.6, a 32 HUCKa aKTUBHOCT - CTOMHOCTHTE Mexy 2.6 u 3.2.

JlekapcTBeHH NPOAYKTH

1. HecrepouaHu npoTUBOBBL3NAINTETHH JekapcTBenu npoaykru (HCITIBJI)

HCIIBJI ca rpyma nexkapcTBeHH cpeiacTBa ¢ 00e300JsBail, MNPOTUBOBB3MAIUTEIECH U
anTunupetTndeH edext. Te ca cxoanu Mo GpapMakoIOrHUHN CBONCTBA, OMOJIOTHYHA aKTHBHOCT U
MexaHnu3bpM Ha aeiictBue. COX2 MHXUOUTOPUTE UMAT TO-caba TOKCUYHOCT MO OTHOIICHUE Ha
ctomaxa u ayoneHyma. HCIIBJI BoasST A0 CMMITOMATUYHO TMOBJHSIBAaHE HA CTaBHaTa OOJKa,
CKOBAHOCTTA, OTOKa, (DYHKIIMOHAIHUS KalaluTeT Ha OMOPHO-IBUTATEIHUS anapar, T.e. IOCTUTa
Ce 3HAYUTENHO KJIMHUYHO TNojoOpeHue. Te3u JiekapCTBEHU MPOAYKTH HE MPOMEHST XOoJa Ha
0osecTTa, pecl. U CTaBHATa IECTPYKIIHS.



HpOI[’bJ'DKI/ITeJ'IHOCTTa Ha JICYHCHUCTO 3aBHCH OT AKTHUBHOCTTA Ha apTpHUTa. HpenoquBaT ce
KpaTKOTpaﬁHH KypCOB€ KaTO C€ MMAT MPCABUA KapAUOUBACKYJIApHUA, TACTPOUMHTCCTUHAIHUA U
OBOpPEYHUS PHCK.

[lpu neuenmero Ha PA Haii-uecro ce wusnomssar: diclofenac, ketoprofen, meloxicam,
aceclofenac, etodolac, naproxen, ibuprofen, dexketoprofen, piroxicam, tenoxicam, indometacin,
etoricoxib, celecoxib.

Ta6n. 1. O6ma xapaktepuctuka Ha HCIIBJI

HCTIBJI Tmax (4) t1/2 (9) Hosa (mg) [poxsmxuTeTHOCT MakcrumanHa
Ha aeiicTBre (1) JIEHOHOIIIHA 1034
(mg)
Aspirin 2.5 2-3 500 - 1000 4-6 3000
Diclofenac 1-2 1-2 50 -100 8-12 150
Aceclofenac 1.25-3 4-4.3 100 12 200
Indometacin 4.5 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 1.5 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 3.2-6 100 12 200
Celecoxib 2-3 8-12 200 12 400
Etoricoxib 1 22 60-90 12 90

2. KoHBeHUHOHATHH 00JiecT-MOANM(PUIHPALIA AHTHPEBMATHYHH JIEKAPCTBEHH MPOAYKTH
(x-BMAPJI)

Metotrexate (MTX) e cpenctBo Ha u360p npu 60sHU ¢ PA. IToHocHMOCTTa KbM MpenapaTa €
mHOro noo6pa. EdextsT My HactemBa 0bp3o (cien 4-6 ceamunm). Toil € aHTaroHucT Ha
¢donueBara kucenuHa. biaokupa nuxuapodonar-pegykrazara T.e. IypuHOBUs cuHTe3. Jlo3aTa e
7,5-25 mg/cenm. KomynatuBHaTa f103a € 5 rpama. MTX 3aab/DKATEITHO TPSOBA J1a ce MprueMa ¢
¢domuesa kucenuna 5 - 10 mg/cenmMuvHO.

Leflunomide e antepraruBa Ha MTX. To3u npoIyKT € MHXUOUTOP HA MTUPUMUIUHOBHS CHHTE3.
Tpancdopmupa ce B akTHBHUS METAO0OJIUT MAIOHOHUTPHIIIAMHT, KOWTO OJIOKMpa aKTUBHOCTTA HA
TUXUAPOOpOTaAT-IeXuaporeHasara. Jleaenuero ce 3anousa ¢ go3a 100 mg qHeBHO npe3 IbpBUTE
TPU JTHH, a ClieJ ToBa mpoabkaBa ¢ 20 mQg exenHeBHo. llocnennure roquHu He ce mpuiara
HaTOBapBallla /103a, a AUPEKTHO ce 3arnouBa ¢ 20 Mg nHeBHO. EdexThT My HacThiBa cien 4—6
CEeJIMUIIH.

Sulfasalasine e anrepHaTvBeH BapMaHT IPU HEBB3MOXKHOCT Ja ce 3amo4He JieueHne ¢ MTX.
[IpenopruanaTa cxema 3a 3armo4yBaHe Ha JIeYEHUETO €: hpBa ceamuiia S00 Mg aHEeBHO (Beuep);
BTOpa cenmuia 2 x 500 mg aueBHO; TpeTta ceamuiia S00 mg cyrpun + 1000 mg Beuep; yeTBbpTa



ceamunia 2 x 1000 mg nueBHo. IIpu HemocTaThueH eekT g03aTa MOXKE Ja ObJe yBEIMYCHA Ha
3000 mg nueBHo. Cien MOCTUTaHE HA PEMHCHS HJIM HUCKA OOJIECTHA aKTUBHOCT JHEBHATA J103a
Moxe fa 0bae HamaneHa Ha 2000 mg uau 1000 mg. HammsT onuT mmokasa, 4e 1030B PEKUM 2 X
500 mg aueBHo 7 aHM u mpemuHaBaHe Ha 2 x 1000 MQ mHEBHO mMpe3 BTOpaTa CEJAMHIIA CE
Tolepupa H00pe u edeKkTa HaCThIBa MO-paHo. I[IpOABIKUTENTHOCTTA HA JICUCHUETO €
HEOIpeIeIIEH.

Conu na 3namomo (Aurothioglucose, Sodium aurothiomalat, Sodium aurothiosulfate).
[TapentepaiHO mpuiIaraHUTE COJIM Ha 3JaToTo ca ainrepHatuBa Ha MTX. Bw3npuero e
JICYCHUETO C TMapeHTEepaJIHUTE IMpernapaTd Ja 3alovyHe C Ha3HayaBaHEe Ha HErojeMH, MpoOHU
no3u. [lpu mepBaTa MHKEKIMS Ce BbBEXAa He moBeue oT 10 mg 3maro, cien ceamuiia (mpu
ycJI0BHE Ha J00pa MOHOCKMMOCT) J103aTa ce yBelnvaBa Ha 25 Mg, a oT 3-Ta ceamuiia (Ipu Jmmnca
Ha CTpPaHWYHM e(EeKTH) ce Ha3zHayaBa CTaHAapTHa 1032 or 50 mg ceaMuyHO [0 O0OIIa
komynatuBHa 1o3a 1500 — 2000 mg. Cnex ToBa ce mpoabipKaBa ¢ o IbpKaa j103a ot 50 mg
Ha 2 ceamui (3a 4 - 6 Mecela), a MO-KbCHO J103aTa MOKeE J1a ce Hamasid Ha 50 My exxeMecevyHo B
MPOABKEHUE HA TOAUMHU. AKO HsiMa mojoOpenue npu HampaBeHu 800 MQ 371aTOJICYCHHUTO CE
CIHpa Mopajau Jurca Ha e()eKTUBHOCT.

Jleuenueto ¢ Penicillamin ce 3amouBa cse 125-250 mg/au B mpoabinkenue Ha 4 cenmunm. Cien
TOBa Ji03aTa ce moBuIaBa c¢be 125-250 mg/mH Ha Bceku 4 - 12 ceaMuIM O MOCTUTAHE Ha
pemucus, HO He TpsOBa na HaaBumara 1500 mg/nu. Cren mocTuraHe Ha PeMHCHUS WM HHUCKA
00JIeCTHAa aKTHBHOCT B NPOJBIDKEHUE HAl-Malko Ha 6 Mecena ce NMpeMHHaBa Ha TOJIbpiKalia
no3a, Kosto obmvaiiHo ¢ 500 - 750 mg/mu. Ilpu neuenme c Penicillamine ce mpemopbuBa
Ha3HayaBaHe Ha BUTaMuH B6 (mupumokcun) B mo3a 50-100 mg/24 daca W MOJMBUTAMUHO3HU
n00aBKH, 0COOEHO MPU HAPYIIICHUE B XPAaHEHETO HAa OOJIHUTE.

Anmumanapunnu (chloroquine u hydroxychloroquine). Isnroroaumiaust onut Ha Kinuxukara
no pesmaronioruss B Codus e mokazan edekTuBHOCTTa U 0Oe30macHOCTTa Ha CJeaHaTra
TepamneBTHYHA CXeMa MPH MalMeHTH ChC CpeiHa TejecHa Maca: 2 x 1 tabnerka 20 - 30 nHu, criex
koeto 1o 1 TabneTka Beuep. JledueHnero mpoabIKkaBa MECEIM ¥ TOJIMHU TIPU PEIOBEH KOHTPOIT 3
TOKCUYHHM TposiBH. CaMOCTOsATEIHATa POJsl Ha aHTUMAallapUHUTE JIEKapCTBa MPHU JICUSHUETO Ha
PA e manka. [To-uecto ce mpuiarat B komOuHanus ¢ MTX.

Azathioprine ce u3moi3Ba KaTo HMMYHOCYIPECHBEH AHTUMETA0OIUT CAMOCTOSTEITHO WM B
KOMOMHAIMsI C JIpYrH JIEKQpCTBEHU MPOAYKTHU (Hal-4ecTO KOPTUKOCTEPOUAM) 3a MpOMsHA Ha
UMYHHHS OTTOBOp. TepamneBTUYHUAT OTTOBOP C€ MPOSBSBA CJIE HAKOJIKO CEJMHIIH JO HAKOJIKO
Mecera, KOeTo JaBa Bh3MOKHOCT Ja C€ HaMalM Jo03aTa Ha TIoKokopTtukouna. [Ipumara ce B
no3a 1.25-3 mg/kg/24 yaca npu nanueHTH ¢ peBMaTOUICH apTPHT.

Cyclophosphamide e ankwmupamny arent. Ilo-psimko ce wu3mon3Ba mpu OonHHUTE ¢ PA.
[IpenopbuBa ce nepopayieH mpueM B no3a 1-2 mg/kg 3a nenonomtue. [Ipu HaaMuue Ha BaCKYJIUT
MOJKe Jla ce TIPHIIOKHU KaTo IyJicoBa Tepamnus B g03a 1000-1500 mg/m2 BEJIHBXK Ha 4 CEIMUIIHN.
Cyclosporine A unxubupa T-ki1eThbuHHS UMYHEH OTTOBOp. [IpermopbuBa ce MPHUI0KEHHUETO MY
npu HeedexktuBHOCT Ha apyrutre BITAPJI. Jleuenuero ce 3amouBa c 103a HE MO-royiiMa OT 3
mg/kg 3a nenonorue, B aBa npuema. [Ipu HeoOXoauMOCT m03aTa ce yBenudara ¢ 0.5-1.0 mg/kg



B 3aBUCUMOCT OT edexTuBHOCTTa (OIeHsABa ce cienq 6-12 ceaMuIM) W TOHOCHMOCTTA.
MakcumaiHarta JHEBHaA 103a He TpsAOBa jaa npesumana 5 mg/kg.

3. Buosiornynu 0OoJiecT-MOAM(PUIUPAIIM AHTHPEBMATHYHM JIEKAPCTBEHU NPOAYKTH (O-
BMAPJI)
*  TNFa naxuduropun

infliximab — xuMepHO YOBEMIKO-MHUIIIE MOHOKJIOHAIIHO aHTHUTSIO OT KJIac
lgG1
- etanercept — perenTop 3a YOBEIIKH TYMOP-HEKpoTH3upan dakrop, p75 FC
(by31uOHEH MPOTeHH
- adalimumab — e pekOMOHHAHTHO YOBEIIKO MOHOKJIOHATHO aHTHTSIIO
- certolizumab pegol — mnermnupan fab ¢parmMeHT OT XyMaHHM3HPaHO
PEKOMOMHAHTHO, MOHOKJIOHAQJIHO aHTUTSUI0, 03 TpaHCIUIaleHTapeH
TpaHchep
- golimumab — 4oBemKoO MOHOKIIOHAIHO aHTUTsIO OT Kiac 1gGlk
* aHTH-f KJIeTHLYHA Tepanus
- rituximab — XHMEpHO MHIIE/YOBEHIKO MOHOKJIOHAIHO aHTHUTSIIO,
MIPEICTaBIISABAIIO TTUKO3UIUPAH UMYHOTTI00YNIKH ¢ YoBemku 1gGl
*  HMHXMOUTOPH HAa KO-cTUMYJanusita Ha T-kiaeTkuTe
- abatacept — ¢y3uonen nporenn
* IL-6 penenTopHu AaHTATOHUCTH
- tocilizumab — xymanusupano 1gGl MOHOKJIOHATHO AHTHUTSIJIO CpEILy
YOBCIIKH HHTEPJICBKUH-6
* IL-1 penenTopHu aHTATOHUCTH
- anakinra — YoBeurku HHTEPIICBKUH-1 PELIENTOPEH aHTarOHUCT
*  JAK uHxuburtopu
- tofacitinib - cenextuBen naxuduTop Ha JAKI n JAK3
- baricitinib - cenextuBen uaxudouTop Ha JAK 1 n JAK 2
- upadacitinib — cenexTuBen n ooparum JAK1 naxuduTop

Adalimumab e pexombunantHO M3usIO0 YoBemKkO Gl MOHOKIOHAIHO AHTHUTSIIO, HACOYEHO
cpemy TNF-o. Cbp3Ba m HeyTpaiM3upa pa3TBOpUMaTa U MeMOpaHHO-CBBp3aHata (opma Ha
TNF-a. [Ipunara ce moakoxxHo mo 40 MQ BeaHBXK Ha 2 ceamuid. [Ipu MOHOTEpamnusi, HAKOH
MaIMeHTH, TMPU KOMTO OTrOBOPHT KbM Tepamusata ¢ Adalimumab 40 mg mpes ceammuia e



MOHWKEH, MOTaT Jla MMaT ToJj3a OT yBelWYaBaHe Ha jo3ara no 40 mg amanuMymad Bcska
cenvuria wim 80 mg mpe3 cenmuna. AnanmumMymad TpsOBa Ja ce M3IO0J3Ba [0 BpeMe Ha
OpEMEHHOCT, caMO aKo € M3pUYHO HeoOxoammo. He ce ovakBar epekTH BBPXY KbPMEHHUTE
HOBopojeHu / kbpmadera. CiemoBarenno Adalimumab moxke na ce m3mon3Ba Mo Bpeme Ha
KbpPMEHE.

Adalimumab ce npunara 3a nedenue Ha cnepnute auarnosu: MO05.0, M05.1, M05.3, MO05.8;
M08.1, M08.3, M08.4,

Certolizumab pegol e mnerunmupan fab ¢parMeHT OT XyMaHH3HpPaHO PEKOMOWHAHTHO,
MOHOKJIOHAJIHO aHTHUTSUIO, Oe3 TpaHcIUlaneHTapeH TpaHcdep. Mma BUCOK adUHUTET KbM
goBemkuss TNF-o, KakTo KbM pa3TBOpUMAaTa Taka U TpaHcMeMOpaHHata My ¢opma. He chabpika
Fc ¢parment. IlpenoprumrenHaTa HayalHa jA03a NOpu Bb3pacTHU mnaruentn € 400 mg
(mpunarana karo 2 moAkokHU uHxekuuu no 200 mg aueBHo) Ha ceamuuu 0, 2 u 4. Cuen
HayaJHaTa /103a, IpernopbuuTenHara nogabpxama go3a € 200 mg Ha Bceku 2 ceaqmuuu. Crnen
KaTo € NMOTBBPJCH KIMHUYCH OTTOBOP, MOXKE Jla ce OOMHUCIIM aJITEpHATHBHA MOJIbpIKaIla 7032
ot 400 mg Ha Bceku 4 cenmunu. [ToHacrosiem Certolizumab pegol e mbpBOTO M eITUHCTBEHO
o06peno ot FDA OuoiornyHo JiekapcTBO 3a JIeUeHHe Ha HepeHTreHorpadcku axSpA Ha 6aszara
Ha 52 ceaqmuuno npoy4yBane C-AxSpANd. (Secukinumab cwino monyun omobpenue ot FDA 3a
neyeHue Ha HepeHTreHorpadcku axSpA). IlepcrexkTuBHO chOupaHuTe HaHHUM OT Hax S500
Opemennoctu, ¢ excrosunus Ha Certolizumab pegol, ¢ u3BecTeH uM3x0om Ha OpPEeMEHHOCTTA,
BmrouBai Hax 400 OpeMEHHOCTH, C €KCIHO3WIUsA Tpe3 MbPBUS TPUMECTHp, HE IMOKa3BaT
mangopmatreH epext Ha Certolizumab pegol. Bbrnpeku ToBa, HATMYHHUAT KIMHAYEH OIUT €
IIPEKaJICHO OTPaHMYEH, 3a Jla C€ 3aKJIIOYM, C pa3yMHa CHUTYPHOCT, Y€ HsIMa YBEJIHMYEH DPHUCK,
cBpp3aH ¢ npuiaranero Ha Certolizumab pegol mo Bpeme Ha Gpemennoct. Certolizumab pegol
TpsiOBa J1a ce M3MOJI3Ba MO BpeMe Ha OpeMEHHOCT caMo NpH KiIuHM4YHa Heobxonumoct. CRIB
NIPOyYBaHE — MPOCIEKTUBHO, TOCTMAPKETUHIOBO, (PApMaKOKMHETUYHO MPOYUYBaHE C JH3ailH 3a
TOYHA OIleHKAa Ha HHUBOTO Ha TutanieHTeH Tpandep Ha CZP ot maiikute kM nernata. CZP e
TOKa3aJI JIUTICBAIIl 10 MUHUMAJIeH TiiaieHTapeH Tpancdep (<0.1%).

Certolizumab pegol mosxe ma ce mpuiiara nmpu KbpMeHe, a [0 BpeMe Ha OPEMEHHOCT caMO TpU
KJIMHUYHA HE0OX0IMMOCT.

Certolizumab pegol ce mpumara 3a sedenue Ha ciexnute auaraosu: M05.0, M05.1, MO05.3,
MO05.8;

Etanercept e nanbaHo voBemku pa3tBopuM TNFo peuentop. Toit e aumep, chCTosI Ce OT
M3BBHKJIEThYHATA YacT Ha JBa penentopa 3a TNF, mpukpenenn kbpM FC ¢parmeHta Ha
yoBemkuss uMyHornoOynuH G1l. Cebp3za ce kommetutuBHO ¢ TNF-oo mmm TNF-f B
HUpPKyJalusaTa ¥ M0 TO3W HAauMH OJOKHMpa TAXHOTO B3auMojieicTBue c peuenrtopute 3a TNF
BBpPXY KJIEThUHATa MOBBPXHOCT. [IpH BB3pacTHH ce mpuiara B 03a 25 MQ, 1Ba IbTH CEIMUYHO
wi 50 Mg, BeIHBXK CeAMUYHO MOAKOXKHO. Etanercept TpsiOBa 1a ce M3Moyi3Ba MO BpeMe Ha
OpEMEHHOCT caMo MU KaTeropuuHa HeoOXouMOocCT. JKeHuTe ¢ AeTepoieH NoTeHIran TpsoBa 1a
OOMHCIAT H3IMOJI3BAHETO Ha MOJXOJSIA KOHTpalenuus, 3a Aa u30erHar 3a0peMeHsBaHE II0
BpeMe Ha TepanusTa ¢ etanercept u B pamkure Ha 3 CEAMMIIM CJIE]l IPEKPATABAHE HA TEPANUsATA.
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Etanercept ce mpuiara 3a yeueHue Ha cinexnute auarHosu: M05.0, M05.1, M05.3, M05.8;
MO08.1, M08.3, M08.4,

Golimumab ¢ pexombunanTHO H3IUIO YoBemKO |Gl MOHOKIOHATHO AHTHUTAIO, HACOYEHO
kbM TNF-a. MoHOKIIOHaTHUTE aHTUTENA CBHP3BAT B CTAOUJIEH KOMIUIEKC KaKTO pa3TBOpUMara
Taka U TpaHncMeMOpanHata ¢opma Ha TNF-o. Ilpumara ce moakoxkuo mo 50 MQ BeXHBK
MeceuHo. [Tanmentu ¢ tenecHo teryo Haa 100 kg. mpu kouto cien 3 10 4 103u HE C€ TTOCTUTHE
3aJIOBOJIUTENICH KIIMHUYEH OTTOBOP,MOKE Ja ce 0OCHAM MOBUIIABAaHE HA J[03aTa HA TOJUMYyMad
1m0 100 mg BeAHBK MECEYHO, KaTo CE€ B3eMe MPEABHJ MOBUIICHUSAT PUCK OT OMNpeIesieHU
CEpPHO3HU HEXKEJIaHU JICKApCTBEHU peakiuu npu jno3ara ot 100 mg B cpaBHeHue ¢ no3ara ot S50
mg. Ilpu nanuentu 6e3 AaHHU 3a TepaneBTHYEH edeKT cier 3 10 4 qombIHuTeNHd 1034 oT 100
mg IpobJKaBAaHETO Ha JICYCHUETO TPSAOBA J1a Ce MPEOIICHH.

Golimumab ce npuiara 3a neyenue Ha ciaegaute quarsosu: M05.0, M05.1, M05.3, M05.8;

Infliximab e xumMepHO MOHOKJIOHAIHO AHTHTSIO, ChIBPIKAIIO YOBCIIKH U MHIIH KOMIIOHECHTH.
Cepp3Ba ce crneuuuyHO C pa3TBOpuMara u TpaHcmMemOpanHa ¢opma Ha TNF-o.
[IpemopbunTennara go3a 3a Jyedennero Ha Oomam ¢ PA e 3 mg/kg., mocneaBana ot
JTONBIIHUTETHH MH(Y3uH B 1032 3 mg/kg Ha 2-Ta U 6-Ta ceMuULA CiIe] IbpBaTa HHPY3HS, Cle]
KoeTo — Ha Bceku 8 cenmuin. Infliximab TpsiOBa ma ce mpuiara eTHOBPEMEHHO ¢ METOTPEKCAT.
HanuunuTte naHHM MOKa3BaT, Y€ KIMHUYEH OTTOBOP OOMKHOBEHO C€ MOCTUTA A0 12 ceaMuuu OT
HAyaJIoTO Ha JieueHneTo. [Ipy manyeHTn ¢ HeloCTaThbueH OTrOBOP WIIM 3ary0a Ha OTTOBOP ClIeH
Kpas Ha TO3M TIIEPHOJ, MOXE Ja ce OOCHAM NOCTEIICHHO IIOBMIIAaBaHE Ha J03aTa C
npubnusurtento no 1,5 mg/kg no makcumansa no3a 7,5 mg/kg BeqHBK Ha BCEKU § CeIMUIIU.
Karo antepnaruBa Mosxe fa ce 00ChAM U MpHIIOKEHKE B 103a 3 mg/kg Ha Bceku 4 ceaMuI. AKO
ce MOCTUTHE JOOBp OTrOBOp, JICYCHHWETO Ha MalueHTa TpsiOBa Ja MPOABIDKU ¢ M30paHara 103a
WM NIPU U30paHUTE UHTEPBAJIH.

[IpoabikaBaHETO HA JIEYEHUETO TPsiOBa Aa ce OOMUCIM BHUMATENHO MPU MAallMeHTH, TP KOUTO
HsMa JIaHHM 3a TEpaneBTUYHO MOBIMSIBAHE Mpe3 MbpBUTE 12 ceAMHUIM OT JICYEHUETO WU CIej
KOpPEKIIMA Ha J103aTa.

Infliximab ce npunara 3a neuenne na cnenuure auarsosu: M05.0, M05.1, M05.3, M05.8;
Tocilizumab e xymanmsupano IgGl MOHOKIIOHATHO aHTUTSIIO cpenly doBemkus |L-6
peuenTop, moiy4deHo upe3 pekomOunantHa [JHK texnomorus. RoActemra, B koMOuHanus ¢
Metorpekcat (MTX), e mokasan 3a:

. JIeYeHHEe Ha TEXbK, aKTUBEH W IMporpecupan] peBmatougeH aptput (PA) mpu
BB3pACTHU MALIMEHTH, KOUTO IPEAU TOBA HE ca JeKkyBaHu ¢ MTX

. JIEYEHHE HA YMEPEH 10 TEXbK aKTUBEH PA mnpu BB3pacTHU MallMEHTH, KOUTO ca ce
MOBJIMSIIM HEAOCTATBhYHO WJIM Ca MMAJIM HEIOHOCHUMOCT KBbM IPEIXOJHO JIEYEHUE C E€IHO
UM 1moBede OosiecT-MoauduUIupay aHTupeBMaTuyHu JekapctBa (BMAPJI) wnu kbpm
AHTarOHUCTU Ha TyMop-Hekporusupamus ¢aktop (TNF). Ilpu Te3m mnauueHTH
Tocilizumab Moxe na ce mpuiara KaTo MOHOTEpanus B cily4yail Ha HEMOHOCUMOCT KbM
MTX unu korato npoabKUTeNnHo jgedenue ¢ MTX He e moaxoasio.
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Hokazano e, ye Tocilizumab nHamansBa ckopocTTa Ha Hporpecus Ha yBpeKJaHE Ha
CTaBUTE, U3MEPEHA 4Ype3 peHTreHorpadus, U moxooOpsBa TeirecHaTa (QYHKIHS, KOraTo ce
npuiara B KOMOMHamus ¢ MeToTpekcaT. Jloka3aHo e, 4e IpH HEMOHOCHMOCT M KOIaro
IpOIBIDKUTENHOTO Jedenne ¢ MTX He e moxxomsmio tocilizumab e npeanountan 6uosoruyeH
areHT 3a NPWIOKeHNe KaTo MoHoTepanus. [IpenmopbunTennara no3a e 8 mg/kg TenecHo Terio
Be/JIHBK Ha Beeku 4 ceqmuim. [lpunara ce upe3 BeHO3HA MH(Y3Us B IpoJbbKeHHe Ha 1 yac.
Peructpupana e u popma 3a MoAKOXKHO MpuUiIokeHue - 162 Mg BeAHBK CEAMUYHO.

Tocilizumab ce nmpunara 3a nedenue Ha ciegnute auarHosu: M05.0, M05.1, M05.3, M05.8;
M08.2; M08.3; M08.4.

Rituximab e XHMepHO MHIIIO/YOBEIIKO MOHOKJIOHAIHO aHTHTI0 HacoueHo cpemy CD 20

aHTUTEHA pa3moyiokeH BBpXy B mmmdponmture. CBbp3Baiiku ce cbe CD 20 memOpanHMs

npoTeuH rituximab uHaynupa KieTbuHa CMBPT 4pe3 amomnTo3a. Rituximab B komOunanus c

METOTpEKCaT € TOKa3aH 3a JICUCHHE Ha Bb3PACTHHU MAIUCHTH C TeXKbK aKTHBEH PEBMATOMJICH

apTPUT, KOUTO HE C€ MOBJIMSIBAT JOCTATHYHO WIM MUMAT HETOHOCHMOCT KbM JpYru OoJect-

MoaudUIMpaiy aHTUpeBMaTu4YHu JekapctBa (BMAPJI), BKIIOYUTENHO €IWH WM TOBEYEC

BHJIOBE TEepanus ¢ UHXUOUTOP Ha TymMop-HekpoTusupamus dpaktop (TNF).

Jlokazano e, ye Rituximab namansiBa yecrorara Ha HpOTpecHs Ha CTaBHOTO YBpPEKIaHE,
U3MEPEHO 4pe3 peHTreHorpadus, u mojaoopsBa pusndeckara GyHKIHs, KOTaToO ce mpuiiara B
KoMOuWHaIus ¢ MeroTpekcart. [Ipunara ce nmoj ¢opmara Ha BE HMHTPABEHO3HHW HH(DY3HH IO
1000 mg mpe3 14 guu. Cnen 6 - 12 mecena kypca ce moBTaps. llpemau Bcska uHby3us ce
NpaBu TPEMEAMKAIMS C TIIOKOKOPTUKOM] (MHTPABCHO3HO), AHAJITSTUK W AHTUXUCTAMHUH
(MHTPaMyCKYJIHO).

Rituximab ce npunara 3a nedenue Ha cneanute quaraosu: M05.0, M05.1, M05.3, M05.8;
Tofacitinib ¢ cenexruBen wuxuburop Ha JAK1 u JAK3 kato orciaabBa CHrHaIMTE Ha
untepneskunure (IL-2, -4, -6, -7, -9, -15, -21) u untepdeponu tun I u tun I, koero Boau 10
MOJyJIMpaHe HAa HMYHHHS U BB3NAIMTENHUS OTroBop. IlpemoppumrtenHara mgo3a MpH
pEeBMATOMJIEH apTpUT € 5 mg, MpujaraHa JBa 'bTH JHEBHO Wi 11 mQ tabieTka ¢ yIbIKEHO
0CBOOOKJaBaHe NpujlaraHa eJHOKPaTHO THEBHO.

[TanmenTure, nexyBaHu ¢ TopaquTHHUO 5 mg GpuiMupaHu TaOJIETKH JBa bTU AHEBHO, MOTaT J1a
peMHHAT KbM TOPanuTUHUO 11 mg TabneTku ¢ yAbIKEHO 0CBOOOXKIaBaHE BEAHBXK JHEBHO B
JIeHsl clie/l mocyeHaTa 103a TohauuTuHUO 5 mg puiiMupaHu TaOIeTKHU.

[TaruenTure, nekyBanu ¢ TohpanuTuHUO 11 mg TabneTKu ¢ yABIHKEHO 0CBOOOXIaBaHE BETHBIK

AHCBHO, MOraT aa NpEMUHAT KbM TO(I)E[L[I/ITI/IHI/IG 5 mg (bl/IJ'IMI/IpaHI/I TabIeTKU JBa ITbTU JHCBHO B
JACHJA CIICA ITocja€aHaTa a03a TO(I)aI_II/ITI/IHI/I6 11 mg TaOJIETKH C YABJKCHO OCBO60)K,Z[aBaHC.
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JlemoncTpupana e ¢papmakokuHetndHa ekBuBaieHTHOCT (AUC u Cmax) Ha Todanutuaud 11 mg
TaOJETKU C yIBDKEHO OCBOOOXKJIaBaHE BEIHBXK JHEBHO M TOMGAaUUTHHHO 5 mg GuiMupaHu
TabJIETKH 1B IBTU JHEBHO.
Tofacitinib B xombuHaius ¢ merorpekcar (MTX) e moka3aH 3a JIeYeHHE HA YMEPEHO TEKBK J0
TEXbK aKTUBEH PA Npu BB3paCcTHU MAlMEHTH C HEIOCTATHYCH OTTOBOP WM C HEMTOHOCHMOCT
KBM €IHO WM MoBeue Moaupuimparu Oonectra anTupeBMaTuyHu JiekapcerBa. Tofacitinib moxe
Jla ce Impujiara Kato MOHOTEpanus B cllydail Ha HEMOHOCUMOCT KbM MTX uim Koraro JieueHue ¢
MTX ne e noaxonsamo. [Ipenoppunrtennara go3a € 5 mg, npujaaraHa JABa MbTH JHEBHO Wiu 11
Mg TalieTKa ¢ yABIHKEHO OCBOO0XKIaBaHE BETHBXK JTHEBHO.
Momnotepanusita ¢ tofacitinib e cbhIocTaBuMa ¢ JpYruTe Tepalud, IO OTHOIICHHE Ha
6e3onactHocTTa M epexTuBHOCTTa. KOMOMHMpaTa Tepanust Ha ToQaruTuHUO 5 mg Grimupanu
TaOJICTKH J[Ba IIBTH JHEBHO U ToQauuTHHUO 11 mg TabieTku ¢ yIbIDKEHO OCBOOOX/IaBaHE C K-
BMAPJI, naii-Beue ¢ methotrexate, moka3pa OJU3KH KJIMHHYHU PE3YJTaTH JO KOMOWHUPAHHUTE
tepanmu ¢ 0-BMAPJI. JlokaszarencTBa 3a mepcucThpane Ha e(PHUKaCHOCTTA TPU JICUSHUETO C
To(GanuTUHHUO 32 JBITOCPOUYCH MEPUOJ A0 7 TOAWHU Ca MPEJOCTABEHH OT JAaHHU OT €HO TEKYILO
U €THO 3aBBPILIEHO OTKPUTO, ABITOCPOYHO Mpocieasnailo nmpoyusane. Tofacitinib pasmonara ¢
JaHHU 3a 0e30MacHOCT OTYETEHHW OT IBJITOCPOYHO MPOCIESBAII0 KIMHUYHO TPOy4YBaHE C
MPOIBIDKUTETHOCT Ha HAOI0IeH e 3a epuol oT 9,5 roauHu.
Tofacitinib ce mpuara 3a neyenue Ha cnegaure auaranosu: M05.0, M05.1, M05.3, M05.8;
Baricitinib e cenexkrusen u ooparum naxubuTop Ha Janus kuHaza (JAK)1 u JAK2. [Tokasan e 3a
JICYCHUE Ha YMEPEHO TEXKBK J0 TeKBK aKTUBEH PEBMATOUJICH apTPUT NIPU BH3PACTHU MAIUCHTH,
KOWTO HE CE MOBIUABAT QJICKBATHO WJIM MMAT HETIOHOCHMOCT KbM JICUCHHE C €IHO WA MOBEYC
Moaupuumpamu OosiecTTa AaHTUPEBMATOMAHM JieKapcTBa. Moke Ja ce u3Moji3Ba KaTo
MoHoTepanusi win B komOuHauusa ¢ MTX. [Ipenopbunrtennara no3a € 4 mg BEAHBXK THEBHO.
Jlo3a oT 2 mg BeIHBXK JHEBHO € MOAXO/IAIIA 32 MAllMEHTH Ha BB3pacT > 75 TOJUHU U MOXKeE J1a €
MOAXO/IAIIA 32 MAIlMeHTH ¢ aHaMHe3a 3a XPOHWYHH WU peuuauBupamy uHpekuuu. Jloza ot 2
mg BEIHBXK THEBHO MOXKE Ja C€ UMa MPEIBU]I ChIIO U 3a MAlUEHTH, IOCTUTHAIN TPaeH KOHTPOII
Ha aKTUBHOCTTa Ha 3abonsBaHeTo ¢ 4 mg BEAHBXK AHEBHO U OTTOBapsIM HAa M3MCKBAHUSATA 32
nocreneHHo HamaisiBane Ha jgo3ara. Crnopen EULAR uma maHHM , KOUTO TOKa3BaT, 4e
baricitinib moxe na Ob1e no-edextuen ot TNF-unxuodurop. (ref. EULAR 2016).

BbB BcHMukM mpoydBaHMs MAlMEHTUTE, JieKyBaHu ¢ Baricitinib 4 mg Beanwmx aHEBHO,
UMaT cTaTHcTU4YecKu 3HauyuMmo mo-uspazeH ACR20, ACR50 u ACR70 otroBop kbpMm 12-Ta
cenMuIila B cpaBHeHue ¢ marne6o, MTX unu aganumymal. Bpemeto no mosia Ha epekT € 0bp30
MIPH pa3IUYHUTE KPUTEPUU 32 PE3YIITaT, ChbC 3HAUMMO MO-U3pa3eH OTTOBOp, HAOII0JaBaH OIle Ha
cenmunia 1. HaGmromaBana e mponbiDKUTENHA, TpaifHa crereH Ha otroBop, ¢ ACR20/50/70
OTTOBOPH, KOUTO CE€ 3aJbpiKaT Hai-MaJaKo 3a 2 TOJWHU, BKIIOYUTEIHO MPHU ABITOCPOYHOTO
pa3mIMpPEeHO MPOyYBaHe.

Baricitinib ce mpunara 3a neuenue Ha cneanute quaraosn: M05.0, M05.1, M05.3, M05.8;
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Upadacitinib ¢ cenexkrtuBen u obparum JAK uuxuburop. Ilpu m3ciaenBaHusi BbPXY YOBEIIKH
KJICTKH yIaJaliuTUHUO nHXuOMpa npedepennunanno curnamsupaneTo upe3 JAK 1 wmm JAK1/3 ¢
(bYHKIIMOHAIHA CEJIEKTUBHOCT CIIPSIMO IIMTOKUHOBUTE PEIENTOPU, KOUTO CHUTHAIM3UPAT 4pe3
nBouiku JAK?2.

Upadacitinib e moka3aH 3a JiedeHHE Ha YMEPEH /IO TS)KbK aKTHBCH PEBMATOWACH apTPUT IpU
BB3PACTHH MAIMEHTH C HEIOCTAThYCH OTIOBOP WIJIM HEMOHOCHMOCT KBM €IHO KM MOBEYe
mouduimpamy Oonectra antupeBmaruunu jekapcrBa (DMARD). Upadacitinib moxe na ce
M3I10J13Ba KATO MOHOTEPAIus WK B KOMOMHAIHS C METOTPEKCaT.

[MpenoprunTenHara 103a ynagauTaHuO € 15 mg BeIHBXK JHEBHO.

4. I'JIIOKOKOPTHKONIH

I'moxokoptukonaure (I'K) mnpurexxaBar MOLIHO NPOTUBOBB3MAIUTENIHO U YMEPEHO
MMYHOCYNpECHBHO JeiicTBue. TexHUSAT edekr € MHOro Opb3 W JpaMaTHUYHO MOJ00psBaT
apTpUTa, HO HE MPOMEHST €CTECTBUHUS MY XOA. APTPUTBHT C€ PEaKTUBUpPA CJIE] CIIHUPAHETO Ha
I'K. Mnoro cepuo3eH mnpoOiieM ca HEXEITaHUTE JIEKapCTBEHW CHOUTHS BCJICACTBHE Ha
npoabDKuTenHoto JjeueHue ¢ ['K. B kimHuYHAaTa mpakTUKa ca YTBBPACHHU CIEAHHUTE
WHIMKAIUU:

1. 'K ce u3nucmaT 3a KpaTko BpeMe (OpuUK Teparus) Mpu OOJHH C BHUCOKA BB3MAUTEIIHA
aKTUBHOCT, JIOKAaTO 3aroyHaT JAa JeicTBaT OonecT-mMoauduuupammre JIeKapcTBa HIM 3a
MOJIIOMAaraHeTo Ha (U3MKATHOTO JedeHue. Haif-uecto mnpuiaranata mo3a e 5-10 mg
prednisolone.

2. HannumeTo Ha M3BBHCTABHH MPOSIBH — CEPO3HT, SI3BH HA POTOBUIIATA, BACKYIUT, ITYJIMOHHUT H
np. B Te3u cnydam nosara e 40 — 60 mg areBHO. [Ipm HEOOXOIUMOCT MOXKE J1a C€ MPOBEJE
nyscosa tepanus ¢ 1 g methylprednisolone kato BeHo3HA HHDY3HSI.

3. 'K morar ga ce BKJIIOYaT NpH HEMOBIMSBAHE Ha apTpuTa OT Oo0JeCT-MOIUUIMpAIINTE
JeKapcTBa WIM TPH HAIWYUE Ha KOHTPaWHAMKAIMM 32 TAXHOTO mpuioxeHue. llpu
xponuonedenue ¢ I'K 3agpmxuTtenHo TpsoBa a ce npoBexaa NpoQHuiIakTHKA HAa 0CTEoNnopo3ara
¢ BUTamMuH JI.

4. 'K morat n1a ce npuaraT JJakaJHO KaTo BbTPECTaBHU U NEPUCTABHU UHUITPALIUU.

B peBmatosnoruuHara nmpakThka y Hac Hail-uecTo ce M3MOJ3BAT MOJIEKYJIUTE C KpaTKa U CpeaHa
MPOABDKUTETHOCT Ha jeictBue - hydrocortisone, cortisone, prednison, prednisolone,
methylprednisolone. Monekynute ¢ rojsima npoIb/DKUTETHOCT Ha aelicTBue (betamethasone u
dexamethasone) ce u3moa3Bar Mo-psaKo.

5. UmyHocynpecopu

Anakinra npezacraBnsiBa KOHe Ha €CTECTBEHMs YOBEUIKH NMPOTEUH, HapeyeH ,,doBemku IL-1
pelenTopeH aHTaroHucT u Osokupa penentopute 3a IL-1. Ilpenmara ce moxm dopmara Ha
MHXEKIIMOHEH Pa3TBOp 3a MOJKOXHO HpuioxkeHue. M3mnom3ea ce B komOuHamus ¢ MTX npu
Bb3pPACTHH MAIMEHTH, KOUTO HE ca ce MOBIMIM afekBaTHO camo oT MTX Ilpenopbunrtennara
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no3a anakinra npu PA e 100 mg BeaHbK IHEBHO, MPUIIaraHa MPUOIH3UTEIHO 110 €IHO U ChIIO
BpeMe BCEKH JICH.

IIpenopbku 3a jeyennero Ha PA

CeriacHo koncencyca Ha EULAR ot 2016 r. u Koncencyca na BJIP ot 2019 r.
JeueHreTo TpsiOBa na 3amoydne ¢ K-BMAPJI (methotrexate) BB3MOXKHO Hai-CKOPO CJen
nuarHoctuuupaneto Ha PA. ToBa e chblecTBeHa pas3jivKa B CPaBHEHHME C TepamnusTa Ha
3abomsBaneTo mpe3 90-Te roIMHHM, KOraro KaTo I'bpBa JMHHUA Ha JICYEHHUE Ca M3MOJI3BAHU
HCIIBn. Axko unenra Ha J€YEHUETO HE € IMOCTHrHata oT Tepamnusara ¢ ase kcbMAPII (kxato
€IHOTO 3abJDKUTEITHO € METOTPEKcarT) B a/IeKBaTHU J03HM B paMKUTE Ha 6 Mecella, TpsiOBa Ja ce
nMma nipeasu gooabsiHeTo Ha 0bMAPJI i TcBMAPJIL. Ipyra HOBa npenopbKa e, 4e JICUSHUETO
c 6-BMAPIJI tpsa6Ba na ce 3amoyHe mpu HE3aAOBOJIUTEIHH PE3YATaTH WM KOHTPAUHIMKALIUY 32
nedyeHueTo ¢ K-bMAPJI. B ceBpeMeHHaTa pakTHKa, , Hail-uecTo ce 3amouBa ¢ 0-bBMAPJI nnun
tc-bBMAPIJL.

[Tpu HenekyBaHU MalUMEHTH ¢ paHeH PA u Hanuuue Ha JOLIM MPOrHOCTUYHU (DaKTOpH ce
IIPENnopbYBa JIEUEHUTO Jla 3alI0YHE He3a0aBHO ¢ MeTOTpeKcaT B komOuHanus ¢ 6iiokepu Ha TNF-
o, TcBMAPN wm IL-6. 3a ocranaiurte OuosnormyHu u Ttaprer crnenupuann BMAPIL nsama
JOCTAaThUHO JIaHHU 3a Ta3u UHIuKauus. Jlo0aBsHETO Ha aHTUMAIAPUK, OCOOCHO MPH HAaJTN4YNe Ha
BHCOKa UMYHOJIOTMYHA aKTUBHOCT U TJIFOKOKOPTHKOMIM 332 KPaTKO BpeMe MMa OJaromnpusTeH
edeKT
EULAR BBBezie Tpy OCHOBHM IIPUHIIUIIA 32 JiedeHHueTo Ha PA:

*  PEBMATOJIO3UTE Ca CHEIUATMCTUTE, KOUTO TPsIOBaA J1a JIEKYBaT NAIl[UEHTUTE

* B3€MaHe Ha ChbBMECTHO pellIeHHE MEX/y MalMeHTa U peBMaTojIora

* OTYMTaHE Ha MKOHOMHMYECKAaTa TeXeCT Ha 3a00JsBaHEeTO (OCBEH BHCOKaTa CTOMHOCT Ha
JUPEKTHUTE pa3Xxogud Taka M Ha MHIUPEKTHUTE CBBP3aHM C HamajeHaTa
TpynocrnocodHoct). Axktyanuure npenopbku Ha EULAR ca ot 2016.

PEAKTUBEH APTPUT (CUHAPOM HA PAUTEP)

Ha WV Meocoynapoona pabomna cpewa no ReA npesz 1999 2. 6 Bepaum, ce npeonaza
MEPMUHBM ,, peaKmuseHr apmpum *“ 0a ce U3noa3ed 6 Ciyyau K02amo XPOHUYHUSM apmpum u
Muxkpoonusm npuuurnumen ca acoyuupanu ¢ HLA B27 unu cnonounoapmponamus. 3a écuuxu
OCMAHANU CAY4au HA apmpum acoyuupan ¢ UHGeKyuoseH npuyunumen 0d ce Usnoi3ed
mepmuna ,, unghexyuosno cevpsan apmpum** (infection related arthritis).
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PeaktuBuusit aptpur (PeA) e HErHoWHO CTaBHO BB3MAJICHUE, IMOPOACHO OT HH(EKIus ¢
U3BBbHCTABHA JIOKAJNM3allMsg - IUKOYOIOJIOBa CHCTEMa WJIM 4YpeBeH TpakT. Haii-uecture
npuunanTenun ca: Chlamydia trachomatis, Yersinia enterocolitica, Salmonella enterocolitica,
Shigella flexneri, Campylobacter jejuni. Ot 60% 1o 80% ot 6onuuTe ca Hocurenu Ha HLA-B27
antureHa. OCHOBHA KJIMHUYHA MIPOSIBA € ACUMETPUYHHUS OJIMTOAPTPUT WIIM MOHOAPTPUT, 3acsTralll
MPEAUMHO JIOJHUTE KpalHULIU. XapaKTePHO € BHBIMYAHETO HA aKCHAIHUS CKEJIET U €HTE3UTE,
KoeTo pgane ocHoBaHue PeA ma Obae wimacudumupan B Tpymara Ha CEPOHETAaTUBHHUTE
CHOHIWIOAPTPUTH. YPETPUTHT, LEPBULUUTHT, OYHOTO BB3MAJCHUE U KOXKHO-JTUTAaBUYHHUTE
MIPOSIBH YECTO MPHUAPYKABAT CTaBHUS cUHApoM. OOnuaiiHo OoJeayBaT MbXKe U )KeHU Mexay 20
u 40 roaumiHa Bb3pacT. [locTcekcyannusar PeA e mo-4yecT npu MbKeTe, a TOCTEHTEpUTHUAT PeA
€ eJHaKBO cpewlaH npu asara noja. IIpe3 mociaeguure 10 - 15 roaunum ydecrorara Ha PeA
3HauuTesnHo Hamanst. CunapomsT Ha Palitep e yacteH cinyuail Ha PeA, uzsBsBai ce ¢ Tpuajaara
apTpUT, YBEUT U YPETPHUT.

Jlmarno3za na PeA
JlHec 3a nuarHocTuMpaHe Ha PeA ce M3NOd3BaT pesuzupanume Kiacu@ukayuoHHu Kpumepuu
om 1999 eoouna, npuemu na \N Meoscoynapoona pabomuna cpewa 6 bepaun. Te BKIOUBatT
TOJIEMU M MAJIKM KPUTEPUH, KAKTO U U3KIIOYBAIIY TaKHUBA.
Tonemu kpumepuu
1. ApTpUT cbC CIEIHUTE XapPAKTEPUCTUKU (HEOOXOAMMO € HAJIWYUETO HAa 2 OT IOCOYMHHUTE 3
MIpU3HAKa):

e AcumerpuieH

*  MOHOAPTPUT WIIH OJTUTOAPTPUT
¢ IIpenoMHHAHTHO 3acsiraHe Ha JOJIHUTE KpaiHULIN

2. Tllpenxosxaaria CAMOTOMAaTHYHA UH(PEKIINS, C €JHA OT CIACAHUTE JIBE XapaKTEPUCTUKH:
* Enrteput (quapus 10 6 ceqMUIM Mpear HaYaIoTO Ha apTpUTa)

* VYperput (au3ypus A0 6 CEAMUIIM MPEAN HAYAIOTO HA apTPUTA)

Manxu xpumepuu (MOHE €IHO OT CIETHUTE)
1. Jloxa3aTeJICTBEHH JJAHHU 33 TPUTEPHA WHPCKITHSI
* Tlonoxurenen PCR TecT 3a HYKIEHMHOBM KHCEJIMHHM OT CYTpEIHA YypUHA WA
ypeTpayieH/niepBukaieH cekper 3a Chlamydia trachomatis.

° HOJ‘IO)KI/ITCJ‘IHa KOHpOKyJ'ITypa 3a I-IpeBHI/I IIAaTOITCHHU MI/IKpOOpFaHI/BMI/I aCOLII/II/IpHI/I C
ReA

2. Jlokas3areyiCTBO 3a MEepCHCTHpalla CHHOBHATHA WHPEKIMS (TOJOKUTETHA UMYHOXHUCTOIOTHSI
w PCR 3a Chlamydia)
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Jlnaro3ata peakTUBEH apTpUT ce NIpUeMa 3a CHIYPHA, IIPU HAIMYKMETO Ha JBA FOJEMHU KpUTEPHUs
U €IMH MAIBK KPUTEPHIA.

JluarHosata € BepOsiTHA IIpU: HAJIMYMETO HA JIBA T'OJIEMM KPUTEPHUsS WIH €IAWH TOJSM U €IHH
MaJIbK KPUTEPUH.

Knacudukannonnure kputepuu 3a ReA He ce mpuiaraT NpH yCTaHOBEHA JApyra MpHYMHA 3a
OCTBp apTPUT WM JJaHHHU 32 APYyra apTPUTOreHHA UH(EKIHS.

JAndepennuanna 1uarnosa
Haii-uecTo T4 ce npaBu cbhC cleAHUTE OOJIECTU:
® CENTHYEH apTpUT,
® [ICOpPHATHYEH apTPUT,
e mojarpa,
e cuHapoM Ha Behcet,
® pEeBMATOUJECH apTPHUT,
® pEBMaTHU3bM,
e Oouect Ha Bechterew,
e JIauMcKa OOJIeCT U Jp.

Crparerusi Ha Tepanusita
AHTHOHOTUITN
1. Cnex mbpBOHAYATHOTO JICUEHHE HA MH(EKIMATA, J1a HE C€ Ipuiarar aHTUOWOTHIN
moBeye OT 4 CEAMUIIH, C IIeN J1a C€ TPETHUpPA PEAKTHUBHUS apTPUT MPUUYUHEH OT racTpo-
WHTECTUHAJIHA WM YPO-TeHUTaTHA HHPEKIHS.

JlekapcTBeHa Tepanus

1. HecteponHu NpOTHBOBB3NATUTEIHH JekapcTBeHu npoaykru (HCIIBJI)

HCIIBJI mputexaBat 00e300isBall, MPOTUBOBB3NAIUTENEH W aHTUNHUpeTHYeH edekT. Te ca
CpencTBo Ha MHpPBU M300p 3a seuenuero Ha PeA. HCIIBJI nmotuckar Bb3MaauTeHUS TPOIEC B
CTaBUTE, aKCUAJHUS CKEJIET U eHTE3UTe, KaTO 3HAUUTEIHO MoJ00psABaT (QyHKIUATA HA OMOPHO-
JBUTATEITHUS arnapart.

[IpoabmKUTENHOCTTA HA JIEUEHUETO 3aBUCU OT AKTUBHOCTTA HA apTPUTa U MPOIbIHKaBa JOKATO €
HeoOxoaumo. [Ipu Ha3HayaBaHETO HA CHOTBETHHS JIGKAPCTBEH MPOAYKT TpsAOBa Ja ce OTYUTAT
PHUCKOBETE, CBBP3aHU ChC ChPACYHOCHI0BATA CHCTEMA, CTOMAIIHOYPEBHUS TPAKT U OBOpenuTe.
ITpu neuenuero Ha PeA Haii-uecto ce m3mom3Bar: diclofenac sodium, aceclofenac, etodolac,
naproxen, ketoprofen, ibuprofen, dexketoprofen, meloxicam, piroxicam, tenoxicam,
indometacin, etoricoxib, celecoxib (smx PA).

2. I'1I0KOKOPTHKOUIN
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[Ipu needexkTuBHOCT Ha JeyeHueTo ¢ HCIIBJI miam Bucoka aktuBHOCT Ha PeA (dhebOpunmrer,
aCTeHOQJMHAMHUS,  XEMaTOCIUICHOMeraius, JuMdaaeHOMeranusi, BHCLEPAIHU  IPOSBH,
3HauntesHo noBuiieHn croiHocTd Ha CYE m CRP) ce nHa3znawaBar TirokokopTukouau. Te
MIPUTEKABAT MOIIIHO MTPOTUBOBB3MAIUTEIHO JACHCTBUE U TeXHUS ehekT € MHOrO OpBh3. [Ipumarar
ce per 0s wiu 1.v. Hauannara no3a e 20 - 40 mg prednisolone B 3aBHCHMOCT OT aKTHBHOCTTA Ha
3abomnsBanero. [lpum HeoOXxommmocT Morar Aa ce mpoBexaar u myiacose ¢ 1000 mg
methylprednisolone i.v. MHoro no0bp edeKkT ce MOoCTHra Hmpu BHTPECTABHO W IMEPUCTABHO
npuiioxenue Ha ['K.

B peBmatonoruuHara mpakTuka y Hac Hail-uecTo ce M3MOJ3BAaT MOJIEKYJIUTE C KpaTKa U CpeaHa
IPOABDKUTEIHOCT Ha jeiictBue - hydrocortisone, cortisone, prednison, prednisolone,
methylprednisolone. MomnekynuTe ¢ roisiMa IpOALIDKUTEIHOCT Ha JAcicTBUE (0eTaMeTa3oH U
JAeKcaMeTa30H) ce U3I10JI3BaT MO-PSAIKO.

3. KonBeHUMOHATHH 00JiecT-MOAM(PUIUPALIA AHTHPEBMATHYHH JIEKAPCTBEHH MPOAYKTH
(xBMAPJI)

[Ipunarat ce mpu 3aTerHaTo WM XpOHUYHO Npotuyane Ha PeA. Okono 50% ot GosHUTE MpaBsT
pELMIUB TIpe3 MbPBUTE 6 Mecela.

Sulfasalazine e cpencTBo Ha mbpBU U300p. 3amouyHaT Mpe3 MBPBUTE 3 Mecela MHAyIHpa TO-
Obp3a U MO-IPOABIDKUTENIHA PEMHCHUs CHIpsMO Triane0o. [Ipenoppuntennara go3a € 2 g/aH, HO
IIPY OIPEJICIICHH CITy4ail Moxke 1a Obae yBenmueHa 1o 3.0 g/au (Buxk PA).

MTX ce mpunara B ciayd4aii Ha nunca Ha edekt ot siedenueTo cbe sulfasalazine. 3amousa ce ¢ 10
Mg /ceAMHUYHO U J103aTa TIOCTETIEHHO ce yBennvana 10 15-20 mg/ceamuyno (Bmxk PA).

4. Jleuenue Ha OTKJIIOYBAIIATA HH(eKINA

UpeBHHTE HH(PEKIUN UMAT CAMOOTpaHUYaBall] ce X0 B PaMKUTE Ha 2 - 3 THU U OOMKHOBEHO HE
ce Hajara aHTuOakTepuasHo JsedyeHue. [Ipum GonmHum ¢ PeA u mo3uTHBHA KOMPOKYITypa ce
npuiaratr: Oera-JakKTaMHM aHTHOMOTHIM - meHuuuanHoBu (amoxicillin, ampicillin) u Tpera
renepauust  uedasocnopunn  (cefixime, ceftriaxone); xuuosonm (nalidixic acid,
ciprofloxacin, norfloxacin, ofloxacin); makposauau (azithromycin) u 1pyru - cyjadgonamuau,
TeTPaUMKJIMHU. JleueHueTo npoabixkasa 7 - 14 quu.

I'enuro-ypuHapHata QopMa Ha Oosectra Haif-uecto ce mpuumHsBa ot Chl. trachomatis.
Heycnoxuenute ¢opmu (ypeTpur, LEpBULUT) c€ TpeTHpaT 7 AHU, JOKATO YCIOKHEHHUTE
(mpocTaTUT, EMUAUTUIUMUT, CAJIMHUHTHUT, 00(opuT, mapameTput) — 14 nuu. Yecto mbTH eauH
aHTHOMOTHYEH KypC HE € JOCTAaThUYeH U Ce Hajlara cjie] oYuBKa oT 15 JHM 1a ce mpoBeaar ore
1 -2 kypca.

CpenctBo Ha mbpBH H300p ca Makpouauaute (azithromycin) M TeTpanmMKJIMHUTE
(doxycycline). EdextuBHoctTa uM € 0k0j10 95%. Azithromycin mpu Bb3pacTHU Xopa ce mpujiara
mo 1.0 rpam emHOKpaTHO AHEBHO. 3a jaena go3ata ¢ 10 mg/kg, Ho He moBeue ot 1 g/mu. He ¢
MOTBBbPJIEH (peTajsieH puck npu mnpoyuBanus ¢ xopa. Doxycycline ce HaznauaBa 2 x 100 mg/naH.
He ce mpenopbuBa npu aena nox 8 roawHu. Ilpu aena Hajg 8 roawHU - 03ata € KakTo MpHU
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Bb3pacTHuTe. JloKaszaH ¢ (eraseH pUCK, MOpaau KOETO HE Ce JaBa 1Mo BpeMe Ha OpEeMEHHOCT.
Erythromycin u cyndorHaMuanTe ca mo-mManko epeKTHBHH U C MOBEUYEC HEXKETAHU JICKAPCTBEHU
peakuuu. [Ipu mera, OpeMeHHM W KbpMENIH KeHH erythromycin e mojaxosina aaTepHaTHBA.
Hozara e¢ 30 - 50 mg/kg, pasmnpenencha B 4 mpuemMa B mpoabpkenue Ha 10 - 14 nHu.
EIII/IHCTBGHOTO MPUECMIIMBO JICUCHUC 3a HCOHATAJIHATA XHaMI/IIII/II;’IHa O(bTaJIMOHaTI/ISI € TCpanusiaTa
¢ opasien eputpomuirt 50 mg/kg aHeBHO B poabokeHue Ha 10-14 auu.

AHKWJIO3UPALI CHOHAUJIOAPTPUT (no MKB kox M45)

CepoHeraTuBeH  CHOHAMWIOAPTPUT  (AHKWIO3Hpal[  CHOHAWIHT W
HepeHreHorpag)cKu COHANI0APTPHT)

l. Jepuunums

AnkunosupamuaT crnoHAUIUT (AC) € XpOHMYHO BB3MAJUTENIHO PEBMAaTHYHO 3a00JIsBaHE,
AQHTKHUPAIIO0 CAKPOWIMAYHUTE CTaBU (CAKPOWJIMUT, KAaTO OTJIMYUTEICH Oener), rpbOHauHus
cThi0 BBB BapuadMJIHA CTENEH W MO-pSAAKO mepudepHuTe craBu. [IBpBHYHOTO OTHMINE HA
Bp3najenue npu AC ca CyXOXKMJIHUTE €HTE3U U 3aJIaBHUTE MECTa Ha JIMTAMEHTUTE 3a KOCTTa,
CaKpOMJIMAUHUTE U arnodu3ealHUTe CTaBU. bojecTtra MMa TpU OCHOBHM KJIMHUYHM HIPOSIBH OT
CTpaHa Ha ONOPHO-JBUraTeJIHMs amapar: 1. CUMITOMU OT aKCHalHHs CKelleT, 2. mepudepeH
aptput u 3. eHre3utr. IlarorHomoHnuyHun 3a AC ca HOBOTO KOCTHO (opMmupaHe -
CHUHJIECMO(GUTHTE M aHKWJIO03aTa Ha TpbOHauHUA cThI0. AC e 10 roiasima CTENEeH I'€HEeTHYHO
JeTepMUHUPAHO 3a0o0iiABaHe, KoeTo uMa noaueprana aconuanus ¢ HLA-B27. [Ipuuncnssa ce
KbM crioHunoapTputute (CnA).

AC e Haif-4ecTOTO BB3MAJIMTEIHO 3a00isiBaHe Ha rpbOHaka Mo ceera. YecroraTta My Bapupa
Mexay 0.1% - 1.6%, 1o 2% 3a Hakou etHuuyecku rpynu. [lo-yecto ce cpemia mpu MBKETe, B
CpaBHEHHE C )KEHUTE, ChOTHOLIICHHE MBKE KbM JKeHH - 2—3:1. B moBedeTo n3neaBaHn KOXOPTH C
AC mnpeobnagaBaT MBXKeTe, HO B MpOoy4uBaHe OT 1996 T. ChOTHOIIEHUETO MBXKE/KEHU JTOCTUTA
npubau3utenHo 1:1. BeposTHM npuuuMHM 3a T€3W pPE3yiTaTH ca MPHUIEIHO HACOYBAHE KbM
uaeHTupunmrpanero Ha Mbxere ¢ AC. Cro011aBaHaTa NpoMsHa B CbOTHOLIEHUETO € CBhP3aHa ¢
MOBMILIEHATA OCBEJOMEHOCT Ha )KEHUTE 3a OojecTTa.

Il. KituHMYHA CHMOITOMATHKA ¥ IMATHOCTUYHH KPUTEPUH
Kakto npu MHOTO Apyru 3a00sBaHUs, YUATO €THOJOTH HE € TOYHO M3sICHEHA, JarHo3ara Ha

AC ce 0Oa3upa Ha KIMHUYHUTE OCOOCHOCTH. B ekenHeBHaTa mpakTHKa, MperoiaraemMara
KJIMHUYHA JIMarHo3a Ha 0oJjiecTTa OOMYaiiHO ce MOJKpeNs OT PEHTT€HOJIOTUYHH J0Ka3aTesCTBa
3a cakpownuuT. B neiictButennoct, AC ce cmsaTa OT rojisiMa 4acT OT KIMHUIUCTHTE 3a
“cumnToMaTideH cakpounuut’. [loHactosmiem 3a auarHoctunupanero Ha AC ca obuonpueTu
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moxudummpanute Hio Mopkckn kiacubukanunonan kpurepun or 1984 rog. (tabn. 1). Te umar
yyBcTBUTETHOCT 83% U cienuduunoct 98%.

KinmHuYHUTE TYHKTOBE B T€3M KPUTEPUH OTpPa3siBaT MO-TOJsIMAa OOJECTHA MPOIBIDKUTEITHOCT H
o0MYalfHO HE ca MPEICTaBeHH TpPU PaHHOTO 3aboisBaHe. JlmarHozara ce Oasupa TJaBHO Ha
HAJIMYMETO HA PEHTTECHOrpa)CKU MPOMEHHU B CAKPOMJIMAYHUTE CTABH, HAI[BUIIABAIIH 2 CTEIHCH
€IIHOCTPAHHO.

Taéauua 1. Mogudummpanu Hio Mopkcku kputepun 3a ankuiosupa cronamut (1984)

» KIMHUYHH KPUTEPUH:

- bonka HuCKO B I'bp0a U CKOBAaHOCT, C MPOAB/DKHTEIHOCT HajJ 3 Mecela, KOSTO Ce
moI00psiBa OT Pa3JIBUKBAHE U HE ¢ 00JICKYaBa OT MOKOM.

- OrpannueHune B TOABIKHOCTTA Ha MOSCHUS TPHOHAK B caruTajiHata W (poHTAIHATA
PaBHMHHU.

- OrpannueHue B pa3rpbhLIAHETO HA TPHJIHUSA KOII, CIPSIMO HOPMAaJIHHUTE CTOHHOCTH 3a
BB3PACTTa U I0JIA.

» PeHTreHoJIOTHYeH KpPUTEepPHii:

- CakpownuT > 2 CTENeH JBYCTPaHHO WIN 3 - 4 CTENIEH €IHOCTPaHHO.

I[e(l)I/IHI/ITHBeH AC ce npuemMa, aKo € HaJULIEC PEHTICHOJOIrHYHUSA KpI/ITepI/Iﬁ B
Cb4Ye€TaHHE C ITOHE €IMH KIIMHUYCH KpHTepHﬁ.

XPOHUYHUTE KOCTHU M CTaBHM YBpEIW, KaKBUTO ca JAECTPYKTHUBHHUTE JIe3ud (epo3uu) MU
IPEJUMHO NPOSIBUTE HA HOBO KOCTHO (opMHpaHe (OCTEOCKIepo3a M aHKHIIO3a) Ce Pa3BHBAT
0aBHO B XoJ]a Ha OOJIECTHHS MPOLEC, MOPaAM KOETO MOTaT Jla MMHAT HSAKOJKO TOAMHU Ha
MOCTOSIHHA WM (UIyKTyHpamia OOoJecTHa aKTUBHOCT, IPEIu T€ Ja CTaHaT OTKPUBAEMU 4pe3
peHTreHorpagckoTo uscieasaHe. O61yaitHO UMa MPOIBIDKUTENHO 3a0aBsHE OT CPEHO OKOJIO 8
" MOBCYEC TI'OJWHHN MCEXKAY HAYaJIOTO HAa CHUMIITOMUTE M MOCTABAHCTO HA AMArHosara, OCHOBHO
MOpajgy HM3MCKBAHETO 3a IOKYMEHTHPAHM JOKa3aTeJCTBA 33 PEHTI€HOTpa(CKH CaKpPOMIIUHT.
Iopanu ropemnocodyennte npuunan moaudummpanute Hio HMopkcku kputepuu 3a AC He ca
MOJIXO/SIIM 38 JUarHOCTUIIMPaHe B paHHUTE (azu Ha OojecTTa.

B nauanoro Ha 90-Te roauMHM HaBiIW3a MAarHUTHO pe3oHaHCHOTO u3cienBaHe (MPU), koero
OOCKTHBU3UpA Bb3MaJCHHETO Ha cakpouwnuayHute craBu (CH) u rppOHaka, MHOro mnpeau
Ne(UHUTUBHUTE JIE3UH B TAX Jla CTAaHAT OTKPUBAEMH HAa KOHBEHIIMOHAHA peHTreHorpadus. [Ipu
6onHu ¢ HopManiHu CH cTtaBu WM ¢ HeACEeH/CbMHUTENEH 00pa3 Ha JIMIeBa peHTreHorpadus, HO
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akTuBeH cakpounuut Ha MPU, curypen peHTtreHorpadCcku CakpoOWJIMHT C€ pa3BUBa B
3HAYUTENIHA MPOMOPLHMs OT HalMeHTuTe ciea 3-7 roauHu. Bb3HHMKHA MPENnosoKEeHUETO, e
OOJHUTE C AaKCHAJIeH CHOHIWJIOAPTPUT, HE3aBHUCHUMO OT HAJIMYMETO WIM JIMIcara Ha
pEeHTreHOTpadCKH MPOMEHH MPUHAIJICKAT KbM €JHa O0JIeCTHA LSIIOCT.

Jlaec TepMuHBT ,,akcuasieH CnA” oOxBaimia: 1) marueHTH ¢ XpoHHYHA OOJKa B I'bp0a, KOUTO
umatr AC, neduHupan ype3 CUTypHH peHTreHorpadcku cTtpykrypuu npomenu B CU craBu u 2)
MAIMEeHTH C paHHa Wik abopTtuBHa (opma Ha CA, ¢bC CaKpOMIMAayHO Bh3naneHue npu MPU
(oO6pazHo pamo Ha kimacupukanmuoHHUTE Kputepuu) wim HLA B27 (kmuHUYHO pamMo Ha
KJacU(PUKAIIMOHHUTE KPUTEPUH) B KOMOMHAIMS C TUOHYHUTE ocoOeHoctn Ha CnA (He-
pentrenorpadgcku akcuaneH CmA) (tabn. 2 u 3). JIOHTUTYAMHATHU NPOYYBAHUS, COYAT
nporpecus Ha He-peHTreHorpadcekus akcuaieH CnA kM AC B 36-59% ot ciydaute 3a > 10r.

Ta6auna 2. Knacupukaimonnu kputepud Ha ASAS 3a akcuajieH cronauaoaptput (SpA) mpu

ManueHTu ¢ 6oJika B rbpda > 3 Mecela U Bb3pacT Mpu HayasioTo < 45r.

CakpoWJIMUT OT 00pa3HO H3CieABaHe™ HLA-B27
ILTIOC 58105 ILTIOC
> 1 nmpuznak Ha CnA# > 2 apyru npusHany Ha CiA#
# IlpusHanm Ha SPA * CakpOWJIMUT OT 00pa3HO U3CIIEABAHE
* Bs3manurenna Oonka B repoa e AxtuBHO (OCTpO) BB3maneHue Ha MPU,
e Aprpur BUCOKO  CYCIIEKTHO 3@  CAKPOMJIMHUT
e Enresur (nera) aconuupan csc CnA
e Vaeur e CurypeH peHTreHOrpad)CKU CaKpOUIUUT
e JlakTumur cbriaacHo mMoguduimpanute NY kpurepuu
e [Jlcopuaszuc
e Bonect Ha Crohn/komut
e Jlo6bp edext or HCIIBn
e damwmina anamuesa 3a CnA
e HLA-B27
e [loBumen CPII

Kpurtepunte Ha ASAS 3a kiacupuuupane Ha aKCHAJIHUS CHOHANUJIOAPTPHUT (a ce mMpUjaraT mpu

00JIHM ¢ XPOHUYHA 00JIKa B rbp0a U Bb3PACT NPH HAYAJIOTO HA 00JIKATA B I'bp0a < 45 roguHu)
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Tabauua 3. Cnenudukaius Ha BApUaOMITHOCTUTE M3ITOJI3BAHA B KPUTEPUUTE 3a KacU(UKaIUs
Ha akcuamHus croHamiaoaptpur Ha Assessment of SpondyloArthrtis international Society

(ASAS)

Knunuunu kpurepun

OrmpeneneHne

Be3nanurenrna Oonka B
repba

ChIIacHO eKCIepTUTE: HAJWYKE HAa YETUPHU OT CICTHHUTE TET MapaMeTpH:
(1) Be3pact mpu aedrota < 40r., (2) nocreneHHoO Hayao, (3) nogodpeHue
NpY pa3ABWXBaHe, (4) Jaurca Ha NOAOOpeHHE B TIOKOMH, (5) HourHa Oonka
(momobpsiBaia ce cires pa3aBIKBaHE.

ApTtput

[MpemamecTBan WM HaTHMYeH AKTUBEH CHHOBHUT, JUATHOCTUIMPAH OT
JeKap

damunna anaMmuesa

Hanuuue y poncTBeHMIM MO MbpBa WM BTOPA JIMHUS HA BCSIKO €IHO OT
cienuuTe: (a) aHKWJIO3WpAI CHOHAWIUT, (6) Tcopmuasuc, (B) yBewHr, (T)
pEaKTUBEH apTPUT, (1) BH3MAIUTEITHO YPEBHO 3a00JsIBaHE

[Icopuaszuc [IpeniecTBany WM HaJIMYEH ICOPHUA3KC, AMATHOCTUIMPAH OT JIeKap

Bp3nanutenso uypeBHo | [IpemmectBama win HanuuHa Oosect Ha Crohn wmm yneposeH KoJwT,

3a0oJs1BaHe JUarHOCTHLIMPAHH OT JIEKap

Jaxtuiur [IpeamecTBan niy HaJIMYEH OAKTWINT, JUATHOCTULUPAH OT JIeKap

Enresut Enre3uT Ha meraTa: mpemecTBalia Wik HacTosIIa CIIOHTaHHa 0OJIKa Win
YYBCTBUTBIIHOCT IIPU M3CII€[BaHE Ha 3aJaBHOTO MCTO Ha AXMIOBOTO
CYXOXXWJIME WIN IJIaHTapHaTa (acuus 3a KaJKaHeyca.

[Ipenen yBeut [IpeamecTBan iy HAJIMYCH NPEACH YBEUT, HOTBBPJACH OT O()TaJIMOJIOT.

Hob6ep  orroBop  kbM | Bonkara B rep0Oa 0T3By4aBa HAIBJIHO WU CE€ 00JICKYaBa B paMKUTE Ha 24-

HCIIBn 48u. cnen meaiHa noza HCIIBL

HLA-B27 [lomosxuTeneH TecT, ChOOPa3HO CTAHAAPTHHUTE JJAOOPATOPHH TEXHUKH.

ITosuien CPIIT CPII nax ropHara rpaHuila Ha HOpMara B KOMOMHAIUS ¢ 00JIKa B I'bp0a,
clel W3KIIOYBaHE Ha JPYrd TPUYMHMA 32 TIOBUIIEHA CepyMHa
KoHueHTpanus Ha CPIL.

Cakpounnuut Ha | [IByctpanen 2-4 craguii wiam enHocTpaHeH 3-4 craauii, chOOpasHO

pentrenorpadus moaudunmpanure New York' cku Kpurepum.

Cakpownmmut Ha MPU AKTHBHH BB3MAJINTEIHU JIE3UH HA CAKPOWJIMAYHHUTE CTABU CbC CUTYpHHU

JaHHM 3a €1€M Ha KOCTHHA MO3BK/OCTGI/IT, CYCIICKTHU 3a CAKPOWJIUHT,
aconrupaH CbC CIOHAWJIIOAPTPHUT.

CPIl, C-peakTuBeH MpPOTEHH;

HCIIBn,

HLA, dYoBelIKHd JIEBKOLMTEH aHTUIEH;

MPOTHUBOBL3IAIUTEIIHA CPEACTBA.

HoBute knacudukanoHHW KpUTEpUHM pasliupuxa crnekrbpa Ha CHA upe3 BKJIIOYBaHE Ha

paHHuTe popmu Ha 3abossBaHe B JonbiHeHue KbM AC.

Cuura ce, ye nmauueHTuTe ¢ akcuaneH CrA (kakTo He-peHTreHorpadcku akcuaneH CnA, taka u
AC) cTpajar oT cepuo3HO M MHBAIMIU3UPALIO 3a00IIBaHe

HECTCPOUIHU

e AxcuamHuat CnA 3acsra Miaaau MbXE U )KEHU B Hal-TIPOIYKTHBHATA UM BB3PaCT
e Axcuanuuiat CnA 4ecTo ocTaBa HEPa3MO3HAT B MPOABIIKEHUE HA TOJUHU

e [lanuentute ¢ He-peHTrenorpadcku akcuaneH CnA u AC nuMat cxoqHu 6enesu u
CUMIITOMU
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e HuBara na OoyiecTHa aKTHBHOCT TpU TNAIMEHTHTE C HE-PeHTreHorpadcKu
akcuainedH CoA u AC ca cxoaHu

e BASFI u BASMI (mpeacraBsimy MOCISIUIIATE OT 3a00JIBAHETO) ca MAJKO I10-
BHUCOKH mipu 6osHUTE ¢ AC

OcHoBHHTE KIMHUYHU cuMnTomMu Ha AC ca 6oJika, CKOBaHOCT, yMOpa U HapylleHa Gpu3ndyecka
¢byukiusa. B pannure Qasu, QyHKIHOHAIHUTE OTPaHUYEHUs CE€ AB/DKAT HAa BB3MAJCHUETO U
OOMKHOBEHO HapacTBaT B X0Ja Ha 00JiecTTa, KOETO € CBbP3aHO C HOBOTO KOCTHO (pOpMHUpAHE.
KnuHuuHuTe CHUMOTOMH M TOCIEABamiaTa OOJECTHA MPOTpecHus BOAAT 10 3HAYUTEITHH
(YHKIMOHATIHY 3aTPYAHEHUS U MOBIUSBAaHE HA 3PaBHO-00yCIOBEHOTO KaueCTBO HA KHUBOT.

Boakara B repb6a ce cpema B Hax 80% or olOmata momysainus. 3aToBa € BaXKHO Jia Ce
oroenexu, ye nmpu AC T nMa crnernupuIar 0COOSHOCTH, KOUTO S OTJIMYaBaT OT MEXaHWYHATA
0onka B TppOa: 1) Be3pacT mpu nedrota < 40r., 2) MOCTENIEHHO HAYalo, 3) MOJOOpEHUE Ciel
pa3zBI>KBaHe, 4) JUIca Ha MOAOOPEHUE OT MOKOM, 5) HomHa 00JKa (TT0I00pEeHHEe Cie/l CTaBaHe
oT cbH). bonkata npu AC ce cpyeraBa C 4yBCTBO Ha CKOBAaHOCT HUCKO B I'bp0a, KOATO ce
BJIOIIABA Ha pa3ChMBaHE W IMOHsSKOra MpOIb/KaBa Haj 3 yaca. M nBara cummroma ce
oIo0psIBaT OT TOPEII AYIII, YIIPKHEHHS U (PU3NIECKa aKTHBHOCT.

N3BBH-cTAaBHATA YYBCTBHTEJITHOCT € YECTO OIUIAKBAHE MPU MHOTO oT OosiHuTe. Ts € u3pa3 Ha
CHTE3MT, BB3MAIUTEIHA PEaKUs Ha MHCEPUUATA HA CYXOXKWIMETO 33 KOCTTAa. YUyBCTBHUTEIIHH
MecTa Hal-4ecTo ca KOCTOCTepHAITHUTE ChUYJICHEHHS, processi spinosi, cristae iliacae, trochanter
major, tuberositas ossis ischii, tuberculi tibiae nnu nerute (AXUIOBO TEHAUHUT WU TUIAHTapeH
(baciuuT). PEeHTreHonornyHo Ha Te3W MEeCTa MOTarT Jia Ce M3sBaT IIMIOBE/IITIOPH.

IlepudepuusaT apTpur (TUIMMYHO ACUMETPUYEH OJIMTOAPTPUT HA JTOJIHUTE KPaAHHIIK) ce cpella
npubau3uTenHo B 25% ot 6onHute. OOMYaliHO Bb3HHKBA KCHO B XOfa Ha Oonectra. Yecto ce
3acaraT ‘‘akcHMaJiHUTe” CTaBM (Ta300€IpeHM W paMEHHM), KOETO MOXeE Ja Ipelnu3BUKa
3HAYUTEIIHA (PU3NYECKa WHBATUIAHOCT, OCOOCHO KOTaTO TMapajelIHOTO € YBPEACH TphOHAKa.
Konennure craBu chIo Morart jia ce 3acerHaT, OOu4aiiHO C MHTEPMUTEHTHH U3JTUBU. 3aCsTaHETO
Ha TEMITOPOMaHIMOyIapHUTE CTaBU ce cpeia B okojio 10% ot GonHwMTE.

Bo3nanurenaure peBMaTuuHU 3a00J15IBaHUSI Ca CBbP3aHU C MOBUIIIEHA KOCTHA 3aryda U KOCTeH
ThbpHOBBP. ToBa BOAM 40 HaMaleHa KOCTHA MHHEpaJHa IUTBTHOCT W OCTEOIOpO3a.
Beprebpannure nedpopmannu ca HeuH xapakTepeH npusHak. OcTeoneHusiTa ce Ha0I0AaBa olle
B pannute craguu Ha AC. IloBuiieHa e yecrorata Ha CHUMITOMAaTHYHUTE OCTEOMOPOTHYHH
BepreOpanHu ¢pakrypu. Te nompuHacaT 3a rpbOHayHaTta OO0JIKa, CKOBAHOCT M 3ary0a Ha
MOJIBUYKHOCT.

W3BbHCKENEeTHUTE TIPOSIBU HA O0JIecTTa BKIIIOUBAT OOIIM CUMIITOMH, OYHH, KapIH0-BaCKyJIapHH,
0enopoOHU TPOSIBH, HEBPOJOTHMYHO U OBOpedHo 3acsraHe. YecTto ce HaOmomaBaT ymopa,
penyKIus Ha Teryio U cyodedpuiina TeMnepaTypa.
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Haii-yecTaTa ekcTpa-apTHUKy/lIapHa TpoOsBa € OCTPHsl NpedeH YBeUT HJIH HPUIOUMKIINT,
cpemang ce B 25 1o 30%. Hayanoro Ha OYHOTO BB3MAJICHHE HAW-4E€CTO € OCTPO U THUIIUYHO
€IHOCTPAaHHO, HO aTakuTe Moratr ja ce peayBar. OKOTO ce 3adepBsiBa M € OOJIE3HEHO, ChC
3putenHu yBpenu. Yecto uma ¢potodoOus U 3aCUICHO ChII3eHE. AKO OYHOTO BB3MAJICHHE HE Ce
JIEKyBa WJIM JICUSHUETO ce 3a0aBu, MOXKE Jla ce 00pa3yBar 3aJlHU CHHEXUH U riaaykoma. [loBeueTo
aTaku yTuxmaT 3a 4 mo 8 cenmMuin 0e3 TMOCICAUIM, aKO CE 3all0YHEe HABPEMEHHO JICUCHUE B
paHHUS CTaJIUM.

[IposiBuTe Ha CHPAEYHO y4YACTHE BKIIOYBAT AOPTUT HA ACICHJICHTHATA aopTa, AOPTHA KJIalmHa
HCAOCTAaTBbYHOCT, NPOBOAHN HAPYLICHUA, KapAUOMETAJIUA WU MCPUKAPAUT U Ca IO-XapaKTCPpHU
pu OOJIHUTE C MO-TOJIIMA IPOABIDKUTENHOCT Ha OosectTa (15-30r.).

BenoapodnoTro yuacrue ¢ psaka u kbcHa mnposiBa Ha AC. Xapakrepusupa ce ¢ 0aBHO
nporpecupama Gpudpo3a Ha TOPHHUTE IATI0BE HA OenuTe IpoOOBE, KOSTO CE M3SABSABA CPEIHO JBE
JeKau Clie]] Ha4aJloTO Ha CIIOHIWINTA. bermonpoOHara BeHTHIAMS OOUYAaliHO e MOJIbpKa B
HOpPMAJTHU T'PaHUIIM, TIOPaJH TOBUIICHOTO y4acTHe Ha AuadparmMara B TUXaTCIHUTE JABHKCHHSL.
Taka ce KOMIIEHCHpa PHUTHMIAHOCTTa Ha TIpbJHATA CTCHA, JBJDKAIlAa CE HAa BBHBIMYAHETO HA
IPBIHUTE CTABH BbB BH3MAIMUTEIHUS TPOIIEC.

HeBposoruunure xkommianmkanuu Ha AC morar aa ObaaT mpeau3BHKaHU OT (GpakTypa,
HECTaOMITHOCT, KOMIIpEeCcHsl Wiu Bb3najgeHue. CUHAPOMBT Ha cauda equina € psaKO, HO TEXKKO
ycnoxkHenue Ha aparorogumieH AC. 3acsrar ce jgymMOocakpadHUTE HEPBHU KopeHueTa. ToBa
MpeAN3BUKBa O0JIKa U 3ary0a Ha CETMBHOCT, YECTO Ca HAJIUIIE YPUHAPHHU M YPEBHU CHUMIITOMH.
[TocTenenHno ce M3sBsIBAT M3MyCKaHE MO MaJlka W TOJisIMa HYXJa, UMIOTEHTHOCT, 3ary0a Ha
YYBCTBUTEIHOCT Ha CEAIUIIHATA 00JIaCT U MOHSAKOra 3ary0a Ha TJIe3eHHU KOHBYJICHH.

[Tpu romsam gsin ot manmernTute ¢ AC ce ycranossaBa IgA nedponatus. M3zsasara it yecto ce
CBHIIBTCTBA OT MOBHIIEHH HUBA Ha IgA B cepyma (93%) u yBpena B ObOpeuHaTa GyHKIIUS
(27%). Amunonno3ara (BTOPUYEH THIT) € PSIAKO YCIOKHEHHE.

I11. JlmarnocTHYHO MOBeIeHUE

3a Ja 6’[:,[[6 IMOCTaBCHA JUAarHo3ara paHO, HABpEME, JICKApA Tp}I6Ba Ja U3BbpIIA 38.,HLJ'I60‘{CHO n
II'BJIHO (I)I/I3I/IK3.J'IHO H3CJIICABAHC, KOM6I/IHI/IpaHO C Haﬁ-CBBpCMCHHH O6pa3HO,Z[I/IaFHOCTI/I‘-IHI/I n
Mn3CJIICABAaHUA.

Du3ukanno uscieosane

I'pvounauna noosusxcnocm. llpu w3cnenBaHe Ha TpbhOHAKA, OOMYAMHO CE€ OTKPHBA H3BECTHO
OTpaHUYEHUE B MOABUKHOCTTA Ha TOSICHUSI OT/IEJ, KOETO C€ YCTaHOBSIBA MPH MpeaHa (eKcus,
XUMEePEeKCTEeH3Us WK JlaTepanHa duiekcus. PaHHOTO m3rnaxkaaHe Ha pusnonornyHara mymOanHa
JopAo3a ce ycTaHoBsBa omle ¢ ornen. TectbT Ha Schober e mone3eH 3a oTkpuBaHE Ha
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OrpaHMYCHHUETO B mpeaHara ¢uiekcus. Jlumcara Ha yBennuyaBaHE Ha pa3jiMKaTa OT H3IPABEHO
MOJI0KEHHE 10 MAaKCUMAITHO HAaBEXKJaHE HAIpe MPU U3IPABEHH KOJICHE MEXIy TpPEeIBapUTEITHO
MapKUpaHUTE TOYKM (processus spinosus Ha IeTH mosiceH mpenuleH u 10 cM Harope Mo
cpeaunHata auHus) oT 10 Ha 15 cm, e mpus3Hak 3a peayuupaHa MOABMKHOCT Ha IOSICHUS
rprOHaK. HamansBa ce cwio natepanHara (piuekcus, Kato poTanusTa Ha rpbOHAKa MOXe Ja
MPUYUHM OOJIKa.

Iloosusicnocm na epvoHus kow. Yecto B panHus craauii Ha AC ce ycTaHOBsIBa JieKa 10 yMepeHa
peayKLMs Ha IOJBMKHOCTTA Ha IpbAHaTa KieTka. Hamanenue mox 5 cMm mpu muaau xopa, ¢
MOCTENICHHO BB3HUKHAJIA XPOHUYHA BB3MAIUTENHA 00JIKa HUCKO B I'bp0Oa € MHOTO CYCIIEKTHA 32
AC. TloaBmwKHOCTTa Ha TphJAHATA KIETKa TpAOBa Ja ce M3MEpBa MPH MAKCHUMAaJIHO BJIMIIBAHE
ciel popcupaHo MAKCUMAIHO U3MIIBAaHE HA HUBOTO HA YETBBPTO MEXAypeOpue Npu MbXKeTe U
HEINOCPEACTBEHO MO/ I'bPIUTE MPU KECHUTE.

B cBBpeMuero mupoko BB3NpUET MHJIEKC 3a u3cienBaHe Ha OonHu ¢ AC e MeTpOolornyHus
unaekc Bath Ankylosing Spondylitis Metrology Index (BASMI). Toil BkmtouBa 5 KIMHUYHU
U3MEpBaHMs, KOUTO HAi-TOYHO OTPa3sBaT aKCHAJIHMA CTaTyc (T. €. IEPBUKAJICH, TOPAaKaleH U
MOSICEH TPBOHAK, Ta30-0eIpeHN CTaBH M Ta30BH MEKH THKaHM): TParyc — CTeHa, MOIUPHIUPAH
tecT Ha Schober, nepBuKanHa portanus, JiymMO0aiHa CTpaHMYHA (UIEKCHS U HHTEpMalleoJapHO
pascTosHue.

Eumesum. Hannumeto Ha eHTE3UT MOXe Ja ObJie OLIEHEHO Ype3 M3Cie/IBaHe Ha tuberositas 0ssis
ischii, trochanter major, processus Spinosus, KOCTOXOHJPaJHHTE W MaHyOPHOCTEPHATHHUTE
chbwieHeHus, crista iliaca. JIombJIHUTETHU TPOSBH HA EHTE3UT ca AXUIOBUS TEHIUHUT U
IUTAaHTApHUS PACIUUT.

Cakpounuum. [upextHuar Hatuck BBpXy CHU craBum Moxe ga mnpeaus3Buka 0oJjika, KaKTO U
CHeIMaTHUTE MPUUOMH 32 U3CIIEBAHETO MM, BBIIPEKH, Y€ T€3U TECTOBE HE ca crienupuyau. Te
Morar ga ObJaT OTPUILIATETTHU MPU PAHHOTO 3a00JIsIBaHE WJIM Ja C€ HETaTUBHU3UPAT B KbCHUTE
CTaJNH, Thi KaTO BB3MAJICHUETO Ce 3aMeCcTBa OT (hrOpo3HA MM KOCTHA aHKUJI03a.

IV. JlaGopaTopHu TecToBe

PyrunnuTe KpbBHM MpodU He ca moie3Hu. Br3nanurennute 6uomapkepu CPIT u CYE ca nom
MHIMKATOp Ha OosiecTHaTa akTUBHOCT npu AC, 3a pas3iinka OT peBMaTOMIHUS apTPUT U CHILO HE
OTpa3siBaT TOYHO Iporpecusra Ha peHTreHoBuTe npomeHu. IIpu 15% ot Gomuute ¢ AC ce
pa3BHBa JIEKOCTEIIEHHA HOPMOXpOMHa aHeMmus. YacT OT cTpajauiure oT 3a00JsiBaHETO UMaT
MOBHUIIIEHA cepyMHaTa ankainHa (ocdarasza (mpousxoxaamia oT KOCTTa), 6€3 /1a € HaJIuIle BPb3Ka
C aKTHUBHOCTTa WJIHM NPOABIDKUTETHOCTTAa Ha 3alonsgBaHeTo. YecTo ce ycTaHOBSBa H3BECTHO
MOBUIIIEHNE Ha cepyMHHUs [gA, 4reTo HUBO Kopesnpa ¢ OcTpopa3zoBUTE peaKTaHTH.
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Onpenensinero Ha HLA-B27 antureH uiaM reHa 3a HEro € M3CJe/lIBaHE C BUCOKA OTPUIIATEIIHA
MPEeIMKTUBHA CTOMHOCT - OTPUUATEIHHUAT pPE3YyATaT € TojsiMa HaaeXJIHOCT OTXBbpis AC,
3amoTo okojo 91-95% ot Gonuute ¢ AC B ObJirapckara nmomysaius ca HOCUTEIN Ha TO3U T'eH.

V. O6pa3uu u3cjieBaHus
Koneenyuonanna penmezenozpagus

Pentrenorpadckute HaXOAKH MPU CAKPOWJIMHUT ca OOMYaHO CHUMETPHUYHM W BKJIIOUYBAT: 1)
HESICHM OYepTaHWsl M 3aMbIVIIBaHE Ha CyOXOHJpalHaTa KOCTHA IUIACTHHKA 2) €pOo3ud Ha
noJyIeXxamara Koct (C ,,JIcCeBIOpa3lIMpeHrne” Ha CTaBHATa MEXAHWHA), 3) CYOXOHIpaiHa
0CTeOCKIIepo3a, 4) 00pa3yBaHe HAa KOCTHU MOCTOBE U ITbJIHA KOCTHA aHkwi03a Ha CU craBu.

[IpemopbuBa ce MPOBEKIAHETO HA JUIEBA U MPO(UIHA MPOCKIHS Ha MOSICHUTE MPEIUICHU U
npodw1 Ha IMUHHM MpenuieHu. PeHtreHorpadckure NpoMeHH Ha IPbLOHAYHHUSA CTHJIO ca: 1)
CKJIepo3a U epo3uu Ha mpuiexamurte Ao anulus fibrosus briM Ha npenieHHUTE Tena, 2)
KBaJIpaTH3alus Ha MPENUICHHUTE Tena, 3) cuHaecMopuTH, 4) IbJIHK KOCTHU MocToBe. [Ipu vact
0T OOJTHUTE MOKE J]a HACTHITU MBJIHO CIIOSIBaHE Ha IPHOHAUHUA CTHIO (,,0aMOyKOB rpbOHAK”).

Komniomuvpna momozpagun na cakpounuaynume cmaeu

KT mo3BonsiBa mo-zaeraitieH o0pa3 Ha anatomusita Ha CU cTaBM M MO-TOYHO OOEKTHBU3HpPA
XPOHUYHUTE KOCTHH IPOMEHH, IBJDKAIIM CE HAa CAaKPOWJIMHUT - €pO3UM U YaCTHYHA aHKUJIO03a,
KOUTO MOraT Ja HE C€ BUIAT Ha KOHBEHLMOHAJIHA peHTreHOFpacmeGO. Ilone3na e u 3a
nudepeHnraiHaTa Juarfosa ¢ Audy3HaTa WAMONATUYHA CKEJNeTHa Xurepocro3a (OosecT Ha
Forestier).

Maznummno pezonancrno uscneosane na CH cmasu u zpvonauen cmvio

OcHoBHOTO npeaumcTBo Ha MPU e, ue Moke 1a 00EKTUBH3UPA OCTPUS BH3MAJIUTENIEH MPOLEC
KaKTO B KOCTTa, Taka U B CU cTaBu - CAaKpOUJIMUT, CHOHIWINT U CIIOHAWIOIUCIUT. AKTUBHOTO
Bp3nanenue Ha CHU crasu, npmwkamnio ce Ha CrIA MOXe J1a c€ BU3yalIM3upa KaTo KOCTHO-MO3bYEH
enem/octent, cMHOBUT Ha CU cTaBu, €HTE3UT WM KaNCyluT. JIe3unTte Ha CTPyKTypHa yBpeaa Ha
CH craBu Morat J1a ce U3sBAT KaTO CyOXOHJIpajiHa CKJIEp03a, €pO3UH, MACTHHU JETIO3UTH, KOCTHU
MOCTOBE/aHKHJIIO03A.

Beopeku ue oT BB3MAJEHMETO ce 3acaraT BCHUKUTE TpU TPpbOHAYHM CErMEHTa, Hal-4ecTo
aKTUBHHM MPOMEHM C€ OTKPUBAT B JIOMHHS OTJEN Ha TopakanHus TpbOHak. [IpusHauurte Ha
aKTHUBHOCT Ha 0OJIeCTTa ca eJleM W/WJIM KOHTPACTHO YCHJIBaHE, KOUTO OOMYaHO ce JTIoKalu3upar
10 BIVINTE HA MPENUICHUTE. XPOHUYHUTE IPOMEHH Ca MACTHO OTJIaraHe B KOCTHUS MO3BK IOJ
BepTeOpaJIHUTE MJIACTUHKH, HOBO KOCTHO (OPMHUpAaHE C YAaCTUYHO WM IBJIHO CIIMBaHE Ha
MPEIUICHHNUTE TENA.
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Kocmna cyunmuczpaghusn

CuunaTHrpadusTa ce HM3IMOoI3Balle B MPOABIDKEHHWE HAa MHOTO JECETHJICTHS 3a OTKpPHBAHE Ha
AKTUBHOTO BB3MaJIeHWE NpH THanueHTtuTre c¢bc CHA, HO BeYe HE WIpae ChIIECTBEHA POJS 3a
JTUArHOCTUIIMPAHETO M TMPOCIEAIBAHETO WM, IOpPaJW OTrpaHWYEHATa CH CEH3UTHBHOCT H
cnenuduanoct. [lonacrosmiem e 3amenena or MPU.

Yampaszeykoea ouaznocmuka

VYarpa3BykoBoTo uscneaBane npu OonHute ¢ AC € OT moJi3a Mpu yCTAHOBSIBAHE HA €HTE3UT U
Oypcut. To € MO-4yBCTBUTEICH METOJ 3a OTKPHBAHETO HAa TE3W MPOMEHH OT (U3UKATHOTO
u3cienBaHe. B kKIMHMYHATA MPaKTHKA TOJIIOMara JuarHo3ara, KakTo U JCYCHUETO C acTpalus
W/WIM KOPTUKOCTEPOUIHU MHXKEKINH 10 Y3 KOHTPOIL.

/leoitno enepeuiitna penmeenoea aovcopoyuomempusn (DXA)

Ocreonopo3ara Ha rppOHaka U ThC karo pe3ynrar Ha Bb3MajgeHUETo yecto ce acouuupa ¢ AC u
ce pasBHBa mapainenHo ¢ ¢opmupanero Ha cuHaecmModutru. DXA Ha Oeapenarta muiika U Ha
MOsICEH IPbOHAK B JIMIIEBA MPOEKIUS € Hali-4ecTO M3IMOJ3BAaHUSI METOJl 33 OI[CHKA Ha KOCTHATa
muHepanHa mwibTHOCT (KMII) nmpu moct menomay3anuu xenu. [Ipu AC, DXA Ha nosicHus
rppOHAK MOke Aa nane ¢anmuBo moBulleHu croifHoct Ha KMII mopaau Hanmuumero Ha
KOCTHO-TIpoidepatuBHU mpoMeHu. [lo-700bp MeTo 3a H3MEpBAHETO il € MpHIIaraHeTo Ha
npopmimHa DXA 3a mosicHust rppOHaK. ['pemikara mpu u3MepBaHETO MOXKE J1a ce u30erne upes
M3M0I3yBaHEeTO Ha KonuyecTBeHa KT.

VI. Ctparerusi Ha Tepanusita
HCIIBa
1. HCIIBx B Hail-HUCKaTa Bb3MOXKHA e(DEKTHBHA J103a.

2. Axo HCIIBn, mpueman B MakCMMajHa ITOHOCHMA J03a 3a 2-4 CEJIMHIIM HE TOBJIHASBA
ajZieKkBaTHO OoJkara, TpsiOBa /1a ce MoMUCIH 3a npuiarane Ha Apyro HCIIBa.

buogornuaun BMAPx

1. Adalimumab, certolizumab pegol, etanercept, golimumab, infliximab, ixekizumab wu
secukinumab ce mpuiarar 3a Jie4eHHE Ha TEKKH aKTHBHH aHKHJIO3MPAIIU CIOHIUIUTH
IIpU BB3PAacTHH, MPU KOUTO HE CE€ MOCTUTa aJeKBAT€H KOHTPOJ Ha 3a00JISIBAHETO, WIIU
kouto He oHacsaT HCIIB:. Infliximab ce npenmopbuBa camo ako Tepanusara € cTapTUpaHa
c Haii-eBTuHUSA infliximab-cbabpikary npoIykKT.
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I/I360p"bT Ha TCpalnsa C€ OCHOBaBa Ha MUCKYCHA MEXKAY MCIUIHMHCKUA CICHUATIUCT U
ManuEeHTa OTHOCHO MPHUEMYIIECTBATA U HEAOCTATHLUUTE Ha HaJIMYHATa TCpaIrius. Axo e
BB3MOXHaA IIOBCUYC OT €JHa TCpaliusd, TO ToraBa Cc€ I/136I/Ipa BB3MOKHO Hal-€eBTHHATa OT
TAX.

EdextuBHoctta Ha adalimumab, certolizumab pegol, etanercept, golimumab wuam
infliximab, TpsiOBa na ce orern Ha 12Ta ceqmMuIia OT HaYaJIOTa Ha TepanusTa. TepanusaTta
MOJKeE JIa TPOIBIIKH CaMO aKO MMa sICHA TEHACHIINS 3a KJIMHUYEH OTTOBOP, U3pa3sBall] ce
B:

a. Penyxuus na BASDAI unnekca ¢ 50% ot cTOWHOCTTa My NpeAu JEUYEHUETO WIN
C > 2 eIMHULIU U

b. PG,Z[YKI_[I/ISI ¢ > 2 cM Ha cIIMHaJHaTa 00JIKOBa BU3YJIHA aHAJIOTOBA CKaJia.

Tepamus ¢ apyr Tymop Hekportusupail daxtop (TNF) — anda naHxubuTop ce npenopbuBa
NpU TAIMCHTH, KOUTO pPa3BUBAT HEMOHOCUMOCT, WM NPH KOWUTO 3a00JIIBAHETO HE CE
noBnusiBa oT bpBUs TNF MHXUOUTOp, WM TIPU KOUTO HE e HAOII0JaBa MO-HATATHIICH
OTTOBOP CIIE/ TbPBOHAYAIHO TIPOSBEHUS.

Secukinumab ce mnpemopbuBa 3a JeueHHE HA BB3PACTHH MAIMEHTH C aKTHBEH
AHKWJIO3Hpalll CIIOHAUIIUT, YueTo 3a00iaBaHe He ce nmoBnusiBa aaekBatHo To HCIIB1 ummn
TNF unxuburopu.

a. OTFOBOp"bT KbM secukinumab TpH6Ba Ja CC OLICHU 16 CCAMUIU CIICO HAYaJIOTO Ha
TCpanuiaTa U TeparnuATa ¢ HCro MOKE aa MpoABbIJIKHU, CaMO aKO UMa:

i. Pemykums wa BASDAI wunzmekca ¢ 50% oT CTOMHOCTTA My MpeIu
JIEYEHHUETO UIH C > 2 €IUHULH U

ii. Pemykmms ¢ > 2 c¢M Ha CIUHaJIHaTa OOJIKOBA BU3YJIHA aHAIOTOBa CKaja
(VAS).

Ixekizumab e noka3an 3a BB3pacTHU MAIMEHTH C aKTUBEH AHKHJIO3UPAI CHOHIUIINT,
KOUTO HE ca ce MOBJIMSIM OT KOHBEHLMOHalHaTa Tepanus. Ixekizumab e mokazaH 3a
JeueHHe Ha BB3PACTHU MALMEHTH C AaKTUBEH HEpPEHTTeHOrpa)CKu aKCHUaJeH
CIOHAMJIOAPTPUT C OOEKTUBHU IMpHU3HALM Ha BB3MAJCHHE, KOUTO C€ Hu3pa3siBaT B
noBuiieH C-peaktuBeH mnporeuH (CRP) w/miam MarHuTHO-pe30HaHCHO H300pa)keHHe
(AIMP), kouTo ca HMaTM HENOCTaThYEH OTTOBOP KBbM JIEYEHHE C HECTEPOUTHU
npotuBoBb3nanurentu cpeacrsa (HCIIBC).

3a ixekizumab TpsOBa nma ce wMa mpeABH] MPEKbCBAHE HA JICYEHHETO IPH
MMaIlMeHTH, KOUTO He ce MoBauaBat ciex 16 1o 20 ceqmuiia Ha neueHre. Haxou manueHTH
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C TBPBOHAYAJEH YAaCTHYCH OTrOBOP MOJXKE BIIOCIEACTBHE Ja C€ TOJ0OpAT TMpHu
Mpoab/bKaBaHe Ha JieueHueTo cien 20-ta ceamuia.

Taprer cunreruan BMAPJI — upadacitinib.

Upadacitinib ¢ mokaszan 3a jeucHHe Ha AKTMBEH aHKWJIO3MPAIl CIIOHIWIMT IPU BbH3PACTHU
MAIUEHTH ¢ HEOCTAThYEH OTTOBOP KbM KOHBEHIIMOHAIHATA TEPAITHSI.

VIl. CbrBpemeHnHo Jjieuenue Ha AC

I'maBHata men Ha nedennero Ha AC e 3ama3BaHe W TNOAJbP)KAaHE HAa KPAaTKOCPOYHOTO M
IBJITOCPOYHOTO CBBP3aHO CHC 3[PABETO KAUYECTBO Ha JKMBOT, Ype3 KOHTPOJ HAa CHMIITOMHTE U
BB3NAJICHUETO, NpEANa3BaHe OT AeGopMalMyd M WHBAJIMIHOCT, IBJDKAIIM CE€ Ha CTPYKTypHa
yBpela B pe3yiTaT Ha HOBOTO KOCTHO (opMupane H TOJAbpKaHe Ha (QYHKIHIATA H
COIMATHM3ALUATA.

Qurypa 2. I'papuuno ob6oOieHne Ha mpenopbkuTe 3a JedeHue Ha AC, GazupaHo Ha
EKCIIEPTHOTO MHEHUE Ha KIMHHIIMCTUTE W JOKA3aTeJICTBA OT HAYYHM M3cieaBaHus. bonecTHara
MIPOTpecHs C BPEMETO € MPEJICTaBeHa 10 BEPTUKAIaTa B IIOCOKA OT TOPE HAJIOIy.

Mpenopbku Ha ASAS/EULAR 3a neveHue Ha AC

TNF u IL-17 A uaxuburtopu

OOyueHue, HCIIBx

JIDK,

(usuxanna AKCHaHO NepudepHo A

10 QAN L05E2: 3a001sBaHe 3abonaBaHe H

pexabumuranus, a | | X

IFET EREIENIT AL Sulfasalazine b 4

acoLUaLNH, cllp

rpyny 3a JIoKanHK KopTUKOCTEPOUAM e ||y

B3aUMOIIOMOII] ol |p
u r
| |u
u||a

Ta6auua 4. [TspBu npepadoreH BapuanT Ha npenopbkure Ha ASAS/ EULAR 3a neuenue Ha
AC

BceoOmmTe npuHIMnM 3a Jiedenne Ha 6oannte ¢ AC ca:
» AC ¢ MNOTeHIMAIHO TEXKKO 3a00JsiBaHE C PA3JIMYHUA MPOSBU, OOWYAMHO HM3UCKBAIIH
MYJITHIACIUATLINHAPHO JICUeHNE, KOOPAUHUPAHO OT PEBMATOJIOT.
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>

>

>

[IepBuuHaTa 11en Ha JieueHneTo Ha 6onauTe ¢ AC € 1a ce moo0py IBJITOTPAWHO CBHP3aHOTO
ChC 3APABETO KAYECTBO HA YXUBOT Ype3 KOHTPOJMpPAHE HA CHMIITOMHTE W BhH3IAJICHHUETO,
MpEeBeHIMA Ha TIpOTpecHpamata CTPYKTypHa yBpeZa, 3ala3BaHe/HOpMalIH3UpaHe Ha
(YHKIMSTA U COIUATA3AIINATA.

Jleuennero Ha AC TpsiOBa Aa € HacoueHO KbM MoA00psiBaHEe Ha TPUIKKTE U Jia € Oa3upaHo Ha
CHBMECTHOTO pEIIeHHE Ha MMallieHTa U PeBMaTOoJIOTa.

OntuManHoTo JiedeHne Ha mamueHtuTe ¢ AC wW3UCKBa KOMOWHHWpaHe Ha He-
(hapMakoJIOruuHU ¥ (PapMaKOJIOTUYHH TEPATICBTUYHHU CPEACTBA.

1. O0uu NPpUHIKMIH HA JIeYeHne
Jleuennero Ha 60mHUTE ¢ AC TpsOBa g2 € CHOOpa3eHo C:

>

>

>

Hacrosmmure mposiBu Ha Oonectra (akcHalmHH, TNEepU(QEpHH, EHTE3WATHH, EKCTpa-
ApPTUKYJIApHU CUMIITOMH U IIPU3HAIH ).

CrerneH Ha W3pa3eHOCT HA WM3SIBEHUTE CUMIITOMH, KJIMHUYHM HAXOJKH W TPOTHOCTUYIHU
Oemnesu.

OOm kiouMHWYEeH cTatyc (BB3pacT, II0J, KOMOPOUIHOCT, CBIIBTCTBAINO JICUCHHE,
TICUXOJIOTHYHH (paKTOpH).

2. MouuTopupaHe Ha 0oJiecTTa
MonuTopupaneTo Ha 6osectta npu nanuenture ¢ AC TpsOBa aa BKIOUYBA:

>
>
>
>

HcTopus Ha 3a0015BaHETO (BKJI. BHIIPOCHUIIN)
Kinanynum nokasarenu

JlabopaTopHu TecTOBE

OO0pa3Hu u3cieBaHus

I'opemocouenuTe ga ca cbobpa3eHu ¢ KITMHUYHUTE MPOSIBH, KaKTO U ¢ Habopa oT cpeacTBa Ha ASAS.

YecroTraTa Ha MOHUTOpPHUPAHE 1a 6T>I[€ IMpEeICHCHAa MTHANBUAYAJIHO B 3aBUCUMOCT OT:

>
>
>

EBomronusara Ha CUMIITOMUTE
TexectTa
Jleuenunero

3. He-¢apmako10ruiHo jgedeHune

>

>

>

KpallbrbaHUAT KaMBK Ha He-(hapMaKOJIOTHYHOTO JiedeHue Ha manueHture ¢ AC e TIXHOTO
o0y4eHHne U peJJoBHA JieueOHa PU3KYTYpa.

pra)KHeHI/IHTa B A0Ma ca e(l)eKTI/IBHI/I. duzukanHaTa TE€pamnusd, CbC 3€MHA WJIM IIOABOAHA
T'MMHACTHKA MO/ KOHTPOJI, MHIAMBH/yallHa UK IPYNOBa € 3a MPEANOYUTaHe, Thil KaTo € I10-
eexTHBHA OT yIpaKHEHHTA B JIOMA.

[TareHTCKUTE aCOLMAIIMU U TPYIIUTE 32 B3aHMOIIOMOII] ca OT I10J13a.

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

>

>

Yecto HaOmoOgaBaHWUTE EKCTpa-apTUKYJapHU IPOSBH, Hamp. Icopuasuc, yBeuT u BU3,
TpsiOBa J1a ce JIeKyBaT B KOoJa0opalus ChC ChOTBETHHUTE CIIEIIHATHCTH.

PeBmaronosute TpssOBa /ia ca OMUTENTHH MO OTHOIICHHWE Ha MOBHIICHUS KapIHOBaCKyJIapeH
PHCK U OCTEONIOPO3a.

5. HeCTQPOHZ[HH NPOTUBOBL3NAJIUTEC/IHUA JICKAPCTBA

>

>

>

HCIIB#, BrimtounTenHO KOKCHOWTE, Ce MpenopbyBaT Karo JICKapCTBa OT MbpBa JHHHS 32
nanuenture ¢ AC, KouTo uMar 00JIKa U CKOBaHOCT.

[Mpoasmxurentoro jieuerne ¢ HCIIBA e 3a npeamounTane 3a marueHTHTe ¢ MEPCHCTHPAILO
aKTHBHO, CAMIITOMAaTHYHO 3a00JIsBaHE.

Koraro ce mnpeanucsar HCIIBim, TpsibBa nma ce wma mnpeaBua KapauoBacKyJapHHS,
TaCTPOMHTECTHHAIHHS U OBOPEUHHS PUCK.

6. AHaJIreTHIH

>

Amanrerunure, Kato paracetamol u onmuouan (ogo0HN), ce UMAT P BUJ IIPH OCTaThUHA
0o0JIKa, cliel KaTo MPEANISCTBAI0 MPEIOPhYaHOTO JCUECHHE € OMIIO ¢ HeqoCTaThueH eekT,
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MPOTUBOIOKA3aHO W/ JIOLIO TOJIEPUPAHO.

7. FIFOKOKOPTHKOUIA

» Jla ce umar npen Bup Jokanaute ['K HHXEKIMM B MecTara Ha MYCKYJOCKEIETHO
Bb3MaJICHHE.

» VYnorpebaTa Ha CUCTEMHHU TJIIOKOKOPTHKOMIHN 33 aKCHAITHOTO 3acsiraHe HEe Ce MOJKPErs OT
JIOKa3aTeJICTBa.

8. bojecro-moguduumupanu aHTHPEeBMaTUYHU JIEKAPCTBA

» Jluncear nokasatenctBa 3a edukacHoctta Ha BMAPJI, Brmountenno sulfasalazine wu
methotrexate 3a ne4eHHETO Ha aKCHATHOTO 3a00JIsIBaHE.

» Sulfasalazine moxe 1a ce ¥Ma mpe BU IIpH MAIHEHTH ¢ TIepr(epeH apTpuT.

9. buonrornunu BMAPJI

9.1 Anti - TNF Tepanus

» Anti - TNF Tepanusita 1a ce Ha3HayaBa Ha MAI[MEHTHTE ¢ MEPCUCTUPAIIIO BUCOKA OOecTHA
AKTHBHOCT, BBIIPEKU KOHBEHLIMOHAIIHOTO JICYCHHE, ChITIACHO NpenopbkuTe Ha ASAS.

» Hsma nokasartelicTBa B MOJKPENa Ha 33 IbJDKATEITHOTO u3noi3eane Ha BMAPJI npenu, niu B
koMmOuHaiws ¢ anti - TNF Tepanusita npu naiueHTUTe C aKCHaIHO 3a00JIsIBaHe.

» Jluncear moka3aTeliCTBA, MOJKPEINSIIN pas3iukaTa B epuKacHOCTTa Ha paziuyaure | NF
WHXHOUTOPH BBPXY aKCHATHUTE U MepUPEpHNUTE/CHTE3NATHUTE MIPOSBH HA 0OJeCcTTa, HO MIPH
Hanmmuueto Ha BU3 TpsibBa na ce B3eMe moa BHUMaHHE €(HUKACHOCTTA IO OTHOIICHHE Ha
TraCTPOMHTCCTUHAIHUSA TPAKT.

» TlpemunaBaneto kbM BTOpH TNF - G10Kep MOXe J1a € YCIEeNnHO, OCOOCHO MPH MAIUCHTUTE C
n34YepIBaHe Ha OTTOBOpA.

9.2 IL-17 A unxuéuropu

» Tepamusra c IL-17i e ¢ noka3ana eduracHocT kakto npu TNF HaWBHU NalMEeHTH Taka U
MIpH MarueHTn ¢ Heycnex ot eueHne ¢ TNFi, kato e edekra e mo-CuieH mpu mbpBUTE.

» Ilpu mepBUYHY HOH-pecnionepu kbM nageH TNFi, e mo-pannuoHanHo a ce MpeMUHe KbM
JPYT KJIac JiekapcTea, T.e. IL-17i.

» Toxkcuunoctra kbM TNFi MOXe ChIIO @ € IPUYMHA 32 IPEMHUHABAHE AUPEKTHO KbM IL-
17i

10. Xupypru4Ho jeyeHue

» Aptpomactukata Ha TBC na ce uma mpen Buj mpu OOJHHUTE C pedpakTepHa OOJKa WU
WHBAIW/IN3AIUS U PEHTTCHOJIOTHYHY J0KA3aTeJICTBa 32 CTPYKTYpHA yBpe/ia, HE3aBUCHMO OT
BB3PACTTA.

» Kopurupamiara ocTeoToMHss Ha TpbOHAKA Ja ce MMa Mpe] BUJ TPU MAIHCHTHUTE C TEXKa
MHBaJIMIM3Mpaia aedopmaiiusi.

» Ilpu namumentutre ¢ AC u ocrpa BepreOpanHa (pakTypa jaa ce OOMHCIM TpbOHauYHA
XUPYPTHSL.

11. IIpomenu B X012 Ha DoJiecTTa

» AKO HacTBIIM 3Ha4YMMa MPOMSIHA B XOja Ha OoJiecTTa, Jla c€ WMAT MpeJa BHUJ JPYTd NMPUYHHH,
OCBEH BB3NAJICHUETO, KaTo BepreOpasiHa (¢pakTypa M JAa C€ OCBILECTBAT CHOTBETHUTE
W3CIEeIBaHMS, BKIIOYUTEIHO OOpa3HH.

[TybnukyBaHu ca 1 MEKIYHAPOJAHM NpenopbKu 3a ieueHue ¢ TNF — 6mokepu (Tabd. 5).

Ta6imuma 5. Axryanusupanud npernopbkd or 2016 T. 3a NPUIOKEHHUETO Ha OHMOJIOrMYHA Tepamus ¢
axcuanen CnA (Bkmtountento AC).
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IMoadop Ha GoTHHMTE

Huarnosza [ManmenTtn, w3mbnBamm Moauduuupanute Hio Mopkcku Kputepuu 3a
nepunntuBeH AC nim kpurepuute Ha ASAS 3a akcuanen CnA

AxTuBHO 3a00is1BaHe | AKTHBHO 3a00JsiBaHe 3a > 4 CEIMULIN
BASDAI >4 (0-10) 1 HOJT0XHUTEITHO EKCIIEPTHO MHEHUE

Heycmnex oT e Bcuuku nanuenTy TpsiOBa J1a ca MMaM aJeKBaTHH ONUTH 3a JICUCHHE

Tepanusira morne ¢ aee HCIIBn. AnexBaren TepameBTHueH OmHUT ce meduHUpa
kato none ase HCIIB o6mio 3a 4-ceqMuuen nepuo B MaKCHMAITHO
npernopbhyaHa WM TOJNCPHpaHa MPOTHBOBB3MAIUTENIHA /1033, OCBEH
aKo He ca MPOTHBOIMOKA3aHH

e [lamueHTHTe C MNPEIOMUHAHTHO AaKCHAJIHU TPOSBH HE TpsiOBa 1a
npuemat BMAPJI nipenn 3amouBaHeTo Ha JICYCHHETO C OMOJIOTHYCH
JICKapCTBEH Tperapar.

e [lamueHTuTe ChC CHMITOMATHYEH MepudepeH apTpuT TpsOBa 1a UMar
HEJOCTaThUCH OTrOBOP KBbM IOHE €/IHA JIOKAIHa KOPTUKOCTEPOUIHA
HIDKCKIIMS, aKO € MOAXOAAINAa M Ja ca MMald aJeKBaTeH OIHT 3a
neuyenne ¢ BMAPJI, 3a npeanountane sulfasalazine

L Ha]_[I/IeHTI/ITC ChbC CHMIITOMATUYCH CHTC3UT Tpﬂ6Ba aa ca HuMain
Heycrex OT MOJAXOJIAIIO JIOKATHO JICUCHUE

Ouenka Ha | Habopa ot cpeactea Ha ASAS 3a exxeHeBHaTa npaktuka 1 BASDAI
3a00/1IBaHETO

OuneHka Ha 0TroBopa

Kpurepun 3a | BASDAIL 50% penaruBHa mpomsiHa win abcomroTHa npomsiHa ot 2 (Ha 0-10
OTTrOBapsILINTE CKaJla) ¥ eKCIIEPTHO MHEHUE B 110J13a Ha NIPOIBIDKABAHE

Wutepsan Ha orntenka | Cren mone 12 ceaqmuiu

Hecmepom)rm npomueéoes3naiumesinu cpe()cmea

HCIIBn ce cuutaTr 3a OTHOCUTENHO Oe3omacHu 3a OosnHuTe ¢ AC, BBIPEKH Y€ /0 M3BECTHA
CTENEH PUCKA OT KapJUOBACKYJIAPHU, FACTPOMHTECTUHAIHN M OBOpEUHU yBpeau € MOBHILIEH B
Ta3u NOMyJalus.

[Tonyuenn ca noxazarenctBa, ye HCIIBn ca edukacHu 3a obnekuaBaHe Ha OojKaTa H
CKOBAaHOCTTa MpH nanueHTuTe ¢ AC, KakTo NMpU KPaTKOTPaeH, Taka U MPHU ABITOTPACH NEPHOJ
Ha nedeHue. EdukacHocTTa € 10 TojsmMa CTeneH YacTH4Ha, J103a — 3aBUcHUMa. J[aHHUTEe OT eTHO
MaJKO M KPaTKOTpailHO MpOydYBaHE HE YCTAaHOBSIBAT €(QEeKT BbPXY I'PHOHAYHOTO BB3MAJICHHE,
onieHeHO 4pe3 MPU, HO ce noka3Ba NPEeIUMCTBOTO HA MPOIBIDKUTENIHATa TEepanus IMpu
MpEeBEHIMsATa Ha HOBOTO KOCTHO (opmupane. KokcuOute ca Oe3omacHuM 3a KpaTKOTpaitHO
nedenue aopu u npu manueHTn ¢ BU3. ASAS npenopbuBa cieaBaimiara CThIKa B KIUHUIHUTE
Mpoy4BaHus Ja Ob/ie B HacOka chOMpaHe Ha WHGOpPMAIUS 3a TOBAa KaKbB Ja Oblie pexuMa Ha
npueM Ha HCIIBa.

bonecm-moougpuuyupawu anmupeemamuunu nexapcmea (bMAPJI)
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Cnen mocnemnusi 0030p Cochrane mma ome aBe HOBM mpoyuBaHms 3a sulfasalazine, HO
EKCIIepTUTE HE CMSATAT, Y€ T€ MPEJOCTaBAT HOBa MH(GOpMAIMs, KOSITO Jia J1aJie OCHOBAHHS 32
NpoMsiHA B ChHIIECTBYBAIIOTO CTAaHOBUINE. Pe3ynTatute OT MBPBOTO MPOYYBaHE, KOETO €
NPOBEJCHO TJIaBHO npu OoyHM ¢ paneH CHIA ca NPOTHBONOJNOXHH, jJokaro B head-to-head
NpOYy4YBaHETO cpelry etanercept Hsama mianebo rpyna. Haii-o0mo kazaHo, He MOXe Ja ce
M3KIIIOYH YacTHUeH NoJjoxuTeneH edekt Ha sulfasalazine, koiiTo e gocTa orpanuueH. 3aToBa HE
Morar na ObJgaT JaJeHH CTPOTHM MPENOPHKH B TOJKpENna Ha HErOBOTO MPHIIOKEHHE, HO
PEBMATOJIO3UTE MOTAaT Jia HampaBsT ONHUT 3a JieueHue chc Sulfasalazine 3a xparbk mepuon,
oOu4aifHO He moBeye OT 4 Mecera, ciel KOWTO TO-HATAaThIIEH YCHEeX € MaJKO BEpOSTCH.
BonmmHCTBOTO OT mpoydBaHUsATAa JOKa3BaT u3BecTHa edukacHocT Ha sulfasalazine npwu
nepudepeH CIOHAMIOAPTPUT W TpH NPOPWIAKTHKATA HA TPEAHUS YBEUT. B aKTUBHOTO
CpaBHUTENTHO TMpoyuyBaHe etanercept e mokasam mo-roisiMa edukacHocT. Jlumca napyra
NpPUYMHA, OCBEH HMKOHOMHYECKA, 3a TPENOpPbYBAHE HA 3aJBJDKUTEITHOTO H3IIOJI3BAaHE Ha
koHBeHUIMOoHaTHO BMAPIJI npu AC npeau OnosiornyHa tepanusi.

Pesynrarute otHOCHO Methotrexate ca Bce ome MHOrO OrpaHUuYeHH M Bbh3 OCHOBaTa Ha Oa3ara
JaHHW HE MOTaT Ja ObJaT JaJieHu MOJIOKHUTETHU npernopbku. Cien nocienaus 0630p Cochrane
MMa €THO HOBO OTKPHTO IPOYyYBaHE C BUCOKA J03a methotrexate, mpuiIo’keH MOAKOXKHO, KOETO
OTHOBO HE JEMOHCTpuUpa e(ekT mnpu OONHUTE C aKCHAIHO 3aboiigBaHe. bBoIMMHCTBOTO
peBmarosio3u mnpuiarar methotrexate nmpu manueHTH ¢ npegoMuHaHTHO nepudepen CnA, Ho
JUIcBaT 0a3upaHy Ha JOKa3aTesICTBa PENOPbKH B MOJKPENa Ha TOBA.

Anumu-TNF mepanus

Cnen mocnenHusi cuctemMaruueH 0030p, MMa MHOTO HOBU INpOyYBaHMsI OTHOCHO aHTH - TNF
tepanusaTa. Ocser infliximab u etanercept, adalimumab, golimumab, u certolizumab pegol
ChILO ca JoKa3aiu cBos edekt. [lonydeHu ca ChllIeCTBEHU JaHHU 3a PE3yJATaTUTE, ChOOIIEHH OT
6onnute. Te gokasBar, ye OOJIHUTE C HANIPeIHANIO 3a00JIIBaHE ChHIIO CE€ TOBIMIBAT YCIIEIIHO, HO
TE€3U C PAaHHO U MHOT'O PaHHO 3a00JsIBaHE UMAT MHOTO MO-TOJIsIM edekT. [lenbT Ha choOl1aBanaTa
pemucus e Hag 50% cren 16 cenmuua mpu ManUeHTUTe C Bb3NaluTeNlHa Ooika B rbpba C
naBHOCT moj 3 roauHu (cpeaHa 15 wmecena) u cakpowtuuT Ha MPU, HO He M Ha
peutreHorpadusa. TpsOBa na ce oTOenexku, 4Ye OOJIIMHCTBOTO OT MAIMEHTHUTE B TE3HU
IpOyuYBaHHS He M3IbIBaT Moaupuimpanute Hio Mopkekn kpurepun 3a AC.

JlanHWTE OT OOIIMPEH PETUCTBP couaT, ye Opos Ha manueHtute ¢ AC, KOUTO HE crnupar anti -
TNF Ttepanusita mopaau HeepUKAaCHOCT WJIM CTPAaHUYHU €PEKTH, a sl MPOABIKABAT IO-IbJITO
BpeMe € To-ToJIsiM, B cpaBHeHUE ¢ 6oHUTE 0T PA. MMa nokaszarenctBa, ue eukacHOCTTa Ha anti
- TNF tepanusita ce 3ana3Ba 3a HAKOJIKO TOJIMHH.

I'ppOHayHOTO BB3Masienue, omeHeHo ¢ MPU ce momoOpsBa 3Haumtenno ciuen anti - TNF
tepanusTa. PeHTrenorpadcekara nporpecus (TJIaBHO HOBOTO KOCTHO (hOpMHpaHe) He ce TTOTHCKA,
HO CBIIO HAMA JIOKA3aTelICTBA, 4e (OPMUPAHETO HA CHHIACCMO(DUTHUTE CE YCKOPSIBA.
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Hanmyaure nekapcTBa OT Ta3W Tpyna UMarT cxoJHa €(PUKACHOCT BBPXY MYCKYJIOCKEICTHUTE
MPOSIBH, HO pa3jinyHa €(PUKACHOCT MPU KIUHUYHO nposiBeHo BU3 u yBent. MOHOKIOHAIHUTE
aatutena (Infliximab, Adalimumab, Certolisumab, Golimumab) ca epukacHu npu JieueHue Ha
BY3 u npu npenoTBpaTsABaHe Ha MOBTOPHO Bb3HMKBAHE HA YBEHT (HsAMa JaHHH 3a Golimumab),
nokaro Etanercept qeMoHCTpHpa IPOTUBOPEUHBH PE3YIATATH 33 YBEHT U HUKAKBA €(h)UKACHOCT 32
BU3l1

IL-17 Ou tpsiGBanmo ma ce u3bsArBa mpu mamueHTd ¢ aktuBHO BU3, Thil kato Secukinumab B
cpaBHEHHE ¢ 1ianedo He ¢ edukacen npu donecrra Ha Kpon u Boau 1o moseue HJIP1

B TO3M ciiy4ail MOHOKJIOHAIHUTE AHTUTENA MMAT IPEIUMCTBO IIpEJ PA3TBOPUMHUSA IIPOTEHH
(infliximab u adalimumab ca onoOpenu kakto 3a Gonecrra Ha Crohn, Taka u 3a yJIEPO3HUS
konuT, golimumab 3a ysueposen konut). HiMa H0CTaThYHO J0Ka3aTeJCTBA 33 PA3IUKUTE 110
OTHOIIIGHHE HA OCTPUS MpeleH yBeuT. Haauuuero wmiM JjuIicara Ha MCOPHA3HC HEe 00yciaBs
Pa3JIMKH 110 OTHOIICHHE HA S(PUKACHOCTTA BBPXY MYCKYJIOCKEICTHUTE CUMIITOMH.

Nma noxazartenctBa, ye anti - TNF Tepammara monoOpsiBa NpH3HALKMTE W CHUMITOMHUTE Ha
nepudepeH apTpUT U EHTE3UTA.

B npenoppkure Ha ASAS ot 2010r. 3a nbpBU I'BT € 3acCThIIEHA TEMaTa 3a PEMUHABaHE KbM
antepHatuBeH TNF - HHXHOUTOp MpHU HEycmex OT MPEIXOJEH, MOPaIH MOIyYeHUTE Pe3yITaTH
OT HSKOJIKO TIPOYYBaHHUS, TOKa3Bamy e(ekr B 3Ha4YWTeNHAa CTerneH. BbB  (eHomeHa
[IPEYCTAaHOBSIBAHE Ha TEPaleBTUYHUSA OTrOBOp (BTOPUYHM HOH - PECHOHAECPH) ydyacTBa
(bopMHpaHETO HA AaHTUTENA U T€3M MALMEHTH UMAT MO-TOJIsIM MOTEHIIHAN 32 OTTOBOP KbM BTOPH
TNF - 610Kep, B cpaBHEHUE ¢ IBPBUYHUTE HOH - PECTIOHAEPH.

Jpyzu obuonozuunu mepanuu
IL-17A4 unxuoumopu

[Ipe3 nocnenHuTe TOAMHU C€ HaTpyIaxa JoKa3areiacTBa, ye B ocHoBaTta Ha AC crou IL-17A npo-
H(}IAMATOPHUAT IbT U crienupuuHoTo MHXUOUpane Ha IL-17A Boau 10 AUPEKTHO MPEKbCBaHE
Ha Bb3najaeHueTo. Ilocaeauiure oT Ta3u MUTOKHHOBA HHXUOMIMS ca HEBB3MOKHOCT Ha IL-17A
Jla Ce CBBbpPXKE C PELENTOpUTE CH Ha MOBBPXHOCTTA HA PA3NIUYHU KIETKH, B TOBa YHCIO
XOHJPOIUTH, (HUOPOOIACTH, OCTEOONAaCTH, OCTEOKIACTH M Ja YIpPaXHU ePeKTUTe CHU Ha
nponudepalrs, KOCTHO epo3upaHe, XPYIISITHO YBPEKIaHEe, Bh3MaIeHHeE.

IL-17A ce mnpoayuupa ocHoBHO 0T Thl7 mumdonmrute. Ilarorennn Thl7 xnerku ca
YCTAaHOBEHU KaKTO B nepudepHara KpbB, Taka U MO MOBBPXHOCTTA Ha anoU3apHUTE CTaBU Ha
6onnute c AC.

Pesynraturere OT TpW NMpOyuBaHUS JOKa3BaT, ye aHTU - |L-17A MOHOKJIOHAJIHOTO AHTHUTIO
(Secukinumab) mnoBmmsBa OnarompusiTHO OonecTHaTa aKTUBHOCT, yMoOpara, MOA0OpsBa
MOJIBUKHOCTTA HAa TpbOHaKa, pu3ndeckara GyHKIHA U Kaue€CTBOTO Ha KUBOT Ha OosHUTE ¢ AC.
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[TonoOpenue, u3mepeno ¢ ASAS20 ce HaOMroAaBa OIIE HA ITbpPBaTa CEAMMIA, & OTTOBOP KbM
tepanusita ASAS40 HacTbnBa Ha BTOpara ceamuua. JlaHHuTe coyar, ye A0 /10 YETBbpTaTa
roJIMHa TOAMHA OT JjedeHuero npu ~ 80% OT malMeHTUTE HE HACThIBA peHTreHorpadcka
CTPYKTypHa mporpecust Ha 3abomsBanero. Upes cnemuduunara |L-17A Omokanma, KakTo mpu
6omaute ¢ AC, kouto He ca mnpoBexnanu aHTH-TNFo Ttepamus, Taka ¥ Tpu TE3H C
HE3aJ0BOJIMTEIIEH OTTOBOP KbM mpeauiecTBama aHtu-TNF Tepanus, ca MOCTUTHATH KIMHUYEH
OTroBOp M epUKaCHOCT, 3ana3Baiy ce a0 cenmuna 52. Secukinumab e nokasan 3a neyenue Ha
AHKuno3upam crnoHAwT (AS, peHTreHorpa)CKu IMOTBBPACH aKCHUAJICH CHOHIMIOAPTPHT).
[Ipenopruntennara no3a ¢ 150 mg, mpuIOKEHU Ype3 MOIKOKHA WHIKEKITHS, KaTO ITbPBOHAYAITHO
ce nmpuiara Ha ceaqmuiia 0, 1, 2, 3 u 4, a BociaeCTBUE KaTo €KeMeceyHa Moabpikaiia 103a. Bu3
OCHOBAa Ha KJIMHUYHUS OTTOBOp, J103aTa Moxe aa ce noBuiu a0 300 mg. Beska no3a ot 300 mg
ce mpuyara Karo JBe MOJKOKHU WHkekmuu oT 150 mg. Secukinumab e moka3zaH 3a JiedeHne Ha
HepeHTreHorpa)CKd  MOTBBPIACH  aKCHaJeH CHoHawIoapTpuT  (non-radiographic  axial
spondyloarthritis, nr-axSpA). IIpenoppunrennara g03a ¢ 150 mg, mpuIOKEHH Ype3 MOAKONKHA
WHXKEKIIHS, KaTO MbPBOHAYAIHO ce mpwiara Ha ceamuna 0, 1, 2, 3 u 4, a BIOCienCTBHE KaTo
eXKeMeceUHa MoJIbprKala 103a.

Secukinumab ce npuara 3a neuenue Ha ciaexnute auarHosu: M45.0, M45.1, M45.2, M45.3,
M45.4, M45.5, M45.6, M45.7, M45.8

3a Ixekizumab, antu IL-17A aHTHTSAI0, pe3yiTaTuTe OT KJIMHUYHATA mporpama ¢asza 3 npu
aKCHAJICH CIIOHIMIIOAPTPHUT ca cleAHuTe: bezomacHocTTa M edukacHocTTa Ha Ixekizumab ca
olleHeHH npu o0mo 960 BB3paCTHM MALMEHTH C aKCHAJEH CIOHAWJIOAPTPUT B TpU
paHIOMH3HMpaHH, IUIAIe00-KOHTPOJIMPAHN IPOYYBaHUsS (IBE HAa PEHTTEHOTpad)CKM aKCHaJeH
CIIOHJTMIIOAPTPHT, €HO Ha HEPEHTTeHOTPa)CKU aKCHUAJICH CIIOHANIOAPTPHT).

Pentrenorpadcku akcuanieH CioHAMIOAPTPUT (AHKHIIO3UPAIT] CTIOH TUIIH )

besonacHoctTa u epukacHocrra Ha Ixekizumab ca onenenu npu o6mo 657 manueHTH B 1B
paHIOMH3MPaHH, TBOWHOCIENH, TU1anedo-konTposupanu npoyusanus (COAST-V u COAST-W)
IIpU MalMEHTH Ha Bb3pacT >18 roAMHU ¢ akCHaleH CIoHIuWIoapTpuT. M B nBeTe mpoyuBaHus
naruenTture, gekyBanu ¢ Taltz 80 mg Q2W unu 80 mg Q4 W, nokas3BaT Mo-roysiMo oJ00peHue
Ha otroBopute ASAS40 u ASAS20 B cpaBHeHue ¢ muanebo Ha 16-ta cenmuna (tabmuma 11).
OtroBopute ca CXOAHM, HE3aBUCUMO OT chibTrcTBamaTa Tepanusd. B COAST-W otrosopurte ca
YCTAaHOBEHU HE3aBUCHUMO OT Opost Ha mpeaumHute TNF maxuburopu. Ha 16 cenmuna Gsxa
0/100peHN OCHOBHHMTE KOMIIOHEHTH Ha Kpurepuute 3a otroBop ASAS40 (Gonku B rppOHaUHUS
cTbi0, BASFI, rnobanna oreHka Ha ManueHTa, CKOBAHOCT) M JPYI'M MEPKHU 3a aKTUBHOCT Ha
3abonsaBanero, BKkIouuTenHo CRP. Cxomen otroBop mpu ASAS40 ce nHaGmiomaBa mnpu
ManueHTH, He3aBUcuMo OT u3xogHute HuBa Ha CRP, usxoguuss ASDAS ckop u MRI Spine
SPARCC ckop. ASAS40 oTroBop € JEMOHCTpUpPaH HE3aBUCUMO OT BbB3pacTTa, I0JIa, pacara,
MPOABIKUTETHOCTTA Ha 3a00JI1BaHETO, U3XOIHOTO TEJIECHO TErj0, U3X0AHOTO HUBO Ha BASDAI
U TIPEIUIIHO JIeYeHUE ¢ OMOJIOTUYHHU JIEKAPCTBEHU MPOTYKTH.
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B COAST-V u COAST-W edukacHocTTa ce moabpxa 10 52-Ta ceaMuIla, KakTo € OI[EHEHO 110
KpalHWTE TOYKH, MPEJACTaBeHH B TaOimma 11, BKIrouMTenHO 4dectoTa Ha OoTroBop ASAS20,
ASAS40, ASDAS, BASDAI u ASAS HL

Hepentrenorpadcku akcuaneH CHOHIUIOAPTPUT

Eduxacnoctra 1 6e3omacHoctTa Ha Ixekizumab ca onieHeHM B paHIOMHU3HPAHO, JTBOWHOCIISIIO
npoyuBaHe ¢ 52-ceamuieH 1ianedo-kontponupan nepuoa (COAST-X) npu 303 manueHTH Ha
BB3pacT >18 roguHM ¢ aKTUBEH aKCHaJIeH CIIOHAUJIOAPTPUT B MPOIBIDKEHUE HaA TOHE 3 Mecela.
[Tanuenture e TpsaAOBajio Aa UMaT OOEKTUBHM MpPHU3HAIM Ha BBb3NaJCHHE, WHAUKUPAHU OT
noBumieH C-peaktuBeH mnporenH (CRP) w/wmm cakpowimuT Ha MarHMUTHO-PE30HAHCHO
nzobpaxxenue (SIMP), u na HsAMAT OKOHYATEIHM PEHTreHOrpad)cKU JaHHU 3a CTPYKTYPHHU
YBPESKIAHUS HA CAaKPOUJIHAYHUTE CTaBU. [10-BHCOKMAT JsUT MAIIMEHTH, JIeKyBaHU ¢ Ixekizumab
80 mg Q4W, mnocturatr ASAS40 otroBop B cpaBHeHuEe cC Iianebo Ha 16-Ta cemMuiia.
OTtroBopuTe ca CXOJIHU HE3aBUCUMO OT ChIBTCTBalUTEe Tepanuu. Ha 16 cemmuna ce oTumta
3HAYUMO KJIMHMYHO TOJOOpPEHHE HAa OCHOBHHTE KOMIIOHEHTH Ha KPHUTEPUUTE 3a OTTOBOP
ASAS40 (6onku B rprOHauHMA ¢TI0, BASFI, rnobGamHa orneHka Ha IMalMeHTa, CKOBAHOCT),
KaKTO U Ha IPYTUTE MMOKA3aTeIH 3a aKTUBHOCT Ha OoJiecTTa.

Ixekizumab ce mpunara 3a ynedeHue Ha ciaeaHUTe auarHosu: M45.0, M45.1, M45.2, M45.3,
M45.4, M45.5, M45.6, M45.7, M45.8

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

3a JileueHWe Ha BB3PACTHH C TEKKAa aKTHBHA (opMa Ha AHKWIO3UPAI CIIOHIMINT, KOTAaTo
OTrOBOPBHT KbM CTaHJapTHATa Tepanus € HeJAocTaThueH ca mokazanu adalimumab, etanercept,

golimumab, certolizumab pegol u infliximab.
Hpenop%qHTeanTe AO03H Ca 3a MAlUCHTHU C aHKWJIO3HUpaIll CIIOHINUJIUT:

Adalimumab - 40 mg amamumyma0b, mpuiaraHa mpe3 CeJMHIIA KaTo €IHOKpaTHa 1033 4pe3
moIKOKHO mmkekTupane. Adalimumab e mokaszan 3a euenne Ha BB3PACTHH C TEKBK aKCHAJICH
CHOHIMIOAPTPUT, Oe3 peHTreHorpapcku naHHd 3a AC, HO ¢ OOEKTMBHM MpHU3HALK Ha
Bb3naneHue ot nopumed CRP m / mimm SIMP, xouTo ca MMaiau HeaJeKBAaTHO IOBIUSIBAHE HIIU
HETTOHOCUMOCT KbM HECTepOUIHU TTpoTuBoBb3nanuTenu cpeactea (HCIIBC).

Anmanmumymab TpsOBa a ce M3MOJ3Ba 1O BpeMe Ha OpPEeMEHHOCT, CaMO aKo € H3PUYHO
HeoOxomumo. He ce ouakBar edexkTH BBPXY KbPMEHHUTE HOBOPOJEHU / KbpMayera.
Craemosarenno Adalimumab moske 1a ce n3mos3ea mo BpeMe Ha KbpMEHE.

Adalimumab ce npuara 3a nedenue Ha ciaennute auarnosu: M45.0, M45.1, M45.2, M45.3,
M45.4, M45.5, M45.6, M45.7, M45.8.
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Etanercept - 25 mg, npunaranu aBa ObTH CeAMUYHO, uiau 50 MQ, mpujiaraHd €IuH IbT
CeIMUYHO Ype3 MOJIKOXKHO MHKeKTUupaHe. Etanercept e nokasas 3a jgeyeHne Ha TEXbK aKCUalleH
CIOHAMJIOAPTPUT O€3 PEeHTreHOrpadCcKu MPOMEHHU IPU BB3PACTHHU, C OOEKTUBHH IPHU3HALU HA
BB3MAJICHUE, JAeMOHCTpupaHu upe3 noBumieH C-peaktuBeH npotenH (CRP) w/wnm ganam ot
AJIpeHO-MarHuTeH pe3oHaHc (SIMP), kouTo ca mokasaJu HEAOCTaTbUEH OTIOBOP KbM
HecTepouHU potuBoBb3nanurentu cpeacrsa (HCIIBC).

Etanercept ce mpwiara 3a sedeHue Ha ciegnure nuarnosu: M45.0, M45.1, M45.2, M45.3,
M45.4, M45.5, M45.6, M45.7, M45.8

Golimumab (Simponi) 50 mg npwioKeH BEIHBK MECCYHO, Ha €JHa M ChIla JaTa upes3
MOAKOXKHO MHKekTupaHe. [larmenTn ¢ tenecno terno Hag 100 kg. mpu kouto crex 3 1o 4 mo3u
HE C€ MMOCTUTHE 33/I0BOJIUTEIICH KIMHUYEH OTIOBOP,MOXKE J1a ce 0OCHAM MOBUIIABaHE HA J103aTa
Ha roaumyMad a0 100 mg BeaHBK MECEYHO, KaTO C€ B3€ME MPEBUJ MOBHUILEHUSAT PUCK OT
OIIPE/ICTICHN CEPUO3HM HEXKETaHU JISKapCTBEHU peakuuu npu no3ara or 100 mg B cpaBHEHHE C
no3ata ot 50 mg. [Ipu nauuentn 6e3 qaHHM 3a TepaneBTUYEH edekT ciea 3 10 4 TOMbIHUTEIHU
no3u ot 100 mg mpoabnKaBaHETO Ha JICYSHUETO TPsiOBa J1a Ce MPEOLICHH.

Golimumab ce mpuiara 3a jedeHue Ha ciaeaHuTe auarHosu: M45.0, M45.1, M45.2, M45.3,
M45.4, M45.5, M45.6, M45.7, M45.8

Certolizumab pegol - HaroBapsamia ngo3a: npernopbuBaHaTa HavajaHa J03a MPH Bb3PacTHU
narueHT e 400 mg (mpuiaraHa Kato 2 MoAKOKHU uHKekuuu 1o 200 mg IHEBHO) Ha ceaIMUIIa
0, 2 u 4. [lognbprkaria go3a: cien HadadHaTa J03a, IpernopbYhTeTHaTa MOIIbpKAIla 1033 TIPU
BB3PACTHH MAIMEHTH C aKCHAJIEH CIIOHAMIOAPTPUT, BKII. aHKHIO3upall cnoHauinutT € 200 mg Ha
Bcekn 2 ceamuid win 400 mg Ha Bceku 4 ceamunu. I[Tonactosem Certolizumab pegol e
OIBPBOTO U E€AMHCTBEHO o700peHo or FDA OHOJOrMYHO JeKapcTBO 3a JIeUeHHE Ha
HepeHTreHorpadcku axSpA Ha 6a3zara Ha 52 cenmuuno npoy4uBane C-AXSpAnd. (Secukinumab
chIo noiyun omoOpenue ot FDA 3a nedenne Ha HepeHTreHorpadeku axSpA) IlepcnekTHBHO
cprOupanuTe naHHu ot Hax 500 OpemenHOCTH, ¢ excro3uiust Ha Certolizumab pegol, ¢ ussecren
u3Xoa Ha OpeMeHHOCTTa, BKIrouBamd Hajg 400 OpeMeHHOCTH, C EKCIO3MLMS Npe3 MbpBUS
TpUMecThp, He Tmoka3zBaT MainpopmaruBen edekt Ha Certolizumab pegol. Bwropeku TtoBa,
HATHYHUAT KJIMHAYEH OMUT € MPEKAJICHO OrPaHUYCH, 3a JIa Ce 3aKJII0YH, C pa3yMHa CHTYpPHOCT,
Ye HSAMa YBEIMYCH pHUCK, CBbp3aH ¢ mpwiaranetro Ha Certolizumab pegol no Bpeme Ha
opemennoct. Certolizumab pegol TpsioBa na ce u3mon3Ba Mo BpeMe Ha OPEMEHHOCT Camo IpH
knmuHuYHa ~ HeoOxoaumocT. CRIB  mpoyuBaHe — MPOCHEKTUBHO, MOCTMapKETHHTOBO,
(hapMaKOKMHETHYHO MPOYYBaHE C JM3aifH 3a TOYHA OlEHKAa Ha HUBOTO Ha IUTAllEHTEH TpaHdep
Ha CZP ot maiikute kM aenara. CZP e nmokasain JumncBai 10 MUHAMAJEH TUalleHTapeH Tpancdep
(<0.1%). Cimzia Moxe Ja ce mpujara Npud KbpMeHe, a M0 BpeMe Ha OpeMEeHHOCT caMo MpHu
KJIMHAYHA HEOOXOMMOCT.
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Certolizumab pegol ce mpmiara 3a jedeHue Ha ciaeaHuTe auarHosu: M45.0, M45.1, M45.2,
M45.3, M45.4, M45.5, M45.6, M45.7, M45.8.

Infliximab — Smg/kg nmox ¢opmara Ha mHTpaBeHO3Ha HMH(QY3Us B NPOIBIDKEHHE Ha 2 dYaca,
nocjenBaHa OT AONMBJIHUTETHH WHPY3un oT Smg/kg Ha 2 u 6 ceamuua ciea TbpBaTa UHPY3HUS,
cliell KOeTO Ha BcsAka 6 wiu § ceamuiia. AKO MallMeHTa HE MOKaXe KIMHUYEH OTTrOBOp 110 6
ceamuna (1. e. cien 2 uHdy3un), He TpsAOBa J1a ce mpuiiara moeye jedeHue ¢ infliximab.

Infliximab ce mpumara 3a snedenwe Ha cinenuute nuarHosu: M45.0, M45.1, M45.2, M45.3,
M45.4, M45.5, M45.6, M45.7, M45.8.

Adalimumab, certolizumab pegol, Etanercept, ixekizumab u secukinumab umar odunmamHo
ono0peHa MHAMKAIMS 3a jedeHne Ha akcuaneH CnA 6e3 pentreHorpadcku usssu Ha AC (He-
perntrenorpadceku CrA).

IL-17A — 6nokepu

Secukinumab, koiito ¢ yoBemko aHTH — IL-17A MOHOKJIOHAJIHO aHTHTSIO, € OMOOpEH 3a
JedeHre Ha aHKwiodupan] crnoHmwmT (AS, peHTreHorpadcKu TMOTBBPACH aKCHAJICH
CIIOHJMJIOAPTPUT) NPU Bb3PACTHU, KOUTO HE Ca CE MOBJIMUIA JOCTaThYHO OT KOHBEHIIMOHAJIHATA
tepanus. Ilpenoppuntennara go3a € 150 mg, NpUIOKEHU Ype3 IMOAKOKHA HMHXKEKLHS, KaTo
IbpBOHAYANIHO ce mpuiara Ha ceamuna 0, 1, 2, 3 u 4, a BHOCIEACTBHE KAaTO €XEMECEUHA
MoJUIbprKallia 103a. B3 0CHOBA Ha KIIMHUYHUS OTTOBOP, J103aTa Moke /1a ce noBuiu a0 300 mg.
Besika no3a ot 300 mg ce mpuiara KaTo JiBe HOJKOKHU UHxkekuu oT 150 mg. Secukinumab

€ MOKa3aH 3a JIeYeHUE Ha aKTUBEH HEPEHTTeHOrpa)CKU MOTBBPICH aKCHAJIEH CIIOHIUIOAPTPHUT C
00CKTHBHHU NPU3HAIM HA Bh3MaleHHE, KOUTO BKIOYBAT NoBuiieH C-peaktuBen npoteud (CRP)
W/WIM JaHHU OT SAPEHO-MarHuTeH pe3oHaHc (SIMP) mpu BB3pacTHH, KOUTO ca MMM
HEJOCTaTbU€H OTrOBOP KBM JIEYEHHE C HECTEPOMJHH IPOTHBOBB3NAIUTEIHU CPEICTBA
(HCIIBC). Ilpenopbuntennara no3a € 150 mg, npuiokeHu upe3 MOJKOKHA MHKEKIHs, KaTo
IbpBOHAYAIHO ce mpuiara Ha ceamuna 0, 1, 2, 3 u 4, a BOOCIEACTBHE KaTO €KEMeECEeuHa
MOAIbpIKAIA J03a.

Ixekizumab, IgG4 MOHOKIOHATHO aHTHUTSIO, KOETO Ce CBBp3Ba ¢ BHCOK aduuuTeT (< 3 pM) n
crierupuIHOCT KbM MHTepiieBKUH 17A (kakTto IL-17A, taka u IL-17A/F), ¢ noka3an 3a jgeucHue
Ha aHKWJIO3UpALl CHOHAWIUT (peHTreHorpadCku akCHalleH CIOHAWJIOAPTPUT) NMPHU BB3PACTHU
MaUMeHTH C AaKTUBEH AaHKWJIO3Wpall CIOHAMIUT, KOUTO HE ca C€ MOBIMSUIM OT
KOHBEHIIMOHAIHaTa Tepanus. Ixekizumab e mokazaH 3a jedeHHe Ha HepeHTreHorpadCKu
aKCHaJieH CHOHMIOAPTPUT MPU Bb3PACTHU MALMEHTH C aKTUBEH HEPEHTreHOrpa)CKu akcHajeH
CIOHAMJIOAPTPUT C OOCKTHUBHM MPU3HAIM Ha Bb3MAJEHUE, KOUTO ce M3pa3aBar B nopuieH C-
peaktuBeH nporenH (CRP) u/unum MarauTHO-pe3oHancHO n3o0paxkenue (AIMP), kouto ca umanu
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HEJOCTaThbU€H OTrOBOp KbM JIEYEHHE C HECTEPOMIHH MPOTUBOBB3MAIUTEIHN CPEICTBA
(HCIIBC). IIpemopbunTenHaTa a03a IPH aKCHAJICH CHOHAMWIOAPTPUT (pEHTTeHOrpadCcku u
HepeHTreHorpadgckn) € 160 mg kaTto MoAKOKHA WHXKEKIHs (1Be WHXEeKiuu mo 80 mg ) Ha
ceamuna 0, nmocnensana ot 80 mg Ha BCeKU 4 CeIMMUIIN.

Taprer cuntetnunu BMAPJI:

Upadacitinib e moka3an 3a JieueHHE Ha aKTUBCH AHKHJIO3MPAIl CHOHAWINAT TPH BB3PACTHU
MAIMEHTH C HEJIOCTAThUEH OTTOBOP KbM KOHBCHIIMOHATHATA TEPATTHSL.

[IpenopbumnTennara 103a ynagauTHauO € 15 My BeIHBXK THEBHO.

EdukacHocTra m Oe3omacHocTTa Ha ymagamuTHHUO 15 MQ BeoHBK MHEBHO Ca OICHECHU B
PaHIIOMHU3HPAHO, JBOWHOCIISNO, MHOTOLEHTPOBO, ILIAae00-KOHTPOJIUPAHO IPOYYBAHE IPH
MAIMEHTH Ha BB3pacT 18 roJWHU WM TIOBEUE C aKTHBEH AHKIJIO3WPAIl CIIOHIWIAT Bh3 OCHOBA
Ha MHJeKca 3a akTHBHOCT Ha 3a00JsIBAaHETO aHKI03upanl cionauaut no bar (Bath Ankylosing
Spondylitis Disease Activity Index, BASDAI) > 4 u pesynrata 3a OrieHKka Ha MalMeHTa Ha
obmara Oonka B repba (Patient’s Assessment of Total Back Pain) > 4. TIpoyuBaneTo BK/IOYBa
IBITOCPOYHO MPOIBIDKEHHE JI0 2 TOIUHU.

Jleuenuero ¢ ynaganmutuHUO 15 MQ Boam mo momoOpeHus Ha oTaenHuTe ASAS KOMIIOHEHTH
(rmobGanHa oleHKa Ha MAIMeHTa Ha aKTHBHOCTTA Ha 3a00JsBaHETO, OlIEHKa Ha oOriara 0oika B
rppOa, BB3MaTICHUE W (QYHKIMSA) W JAPYTd H3MEPHUTEIH HAa AKTUBHOCTTa Ha 3a00JISBaHETO,
BrirounTenHo hsCRP, Ha cenmunia 14 B cpaBHenue ¢ mane6o. EdukacHocTTa Ha yrnagaluTuHHO
15 mg e pokazaHa HE3aBUCUMO OT OILICHEHUTE MOJTPYNH, BKIIOUUTEIHO MMOJI, u3xojaeH BMI,
MPOABKUTETHOCT Ha cuMmntomute Ha AS 1 n3xoaeH hsCRP.

IHCOPUATHUYEH APTPUT (mo MKbB xox M07)

|. Jepunnuus

[Icopuarnunusr aptput/aprponarust (IIcA) e XpoHnyHo mpoTuyamio 3a0o0JsiBaHE HA ONOPHO-
nsuratenHus anapat (OA), XapakTepu3upaio ce ¢ apTpuUT W/HIM apTponaTHs Ha nepudepHu
CTaBH W/WIN CHOHIWINAT NPU TMAIMEHTH C W/WIN CTIOHIWIINT, TIPH TTAIIUEHTH C KOKEH TICOPUA3HC
(ITc), mpu obuuaiino HeraTuBeH peBmaroujaeH (aktop (PD) u nurca Ha peBMaTOUIHU BB3IH.
Bomnute ¢ [IcA pa3BuBar paznmuunu u3BbHCTaBHU TposiBU. OT 5% 1o 50% ot mammenture c [lc
paszBuBar [IcA. TIcA mpuHaanexu KbM TpynaTa Ha CEpOHETaTUBHHUTE CIIOHIMIOAPTPONATHH
(CCAII): rppOHaunmst ¢TI0 € anraxupad npu 50% ot OoJHHTE, YECTO ce 0Ka3Ba HOCHTEICTBO
Ha HLA-B27 remn.

Il. IlcopuaTryeH apTPUT — KAMHUYHA KAPTHHA

IIcA Moxe na BB3HUKHE BBHB BCSKa BB3PACTOBA Ipyla, HO Hail-BUCOKAa € 3a00JieBaeMOCTTa
Mexay 30 u 50 roguan. Hawamo Ha OonecTra € OOMYAHO MOAOCTPOTO (TIPH TOBEYETO) WITH
octporo (mpu 1/3 ot Bcmuku Oomuu ¢ IIcA). B 3aBuCHMMOCT OT mosiBata Ha JBaTra OCHOBHH
KIIMHAYHA CHMITTOMa — KOKEH IICOPHA3KC M apTPHUT, ca BH3MOXKHH CIICHUTE TPH BapUaHTA.
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- 1pu 60-80% ot OonHHTE KOXHU JIE3UM C€ TMOSBSIBAT MBPBH, C Pa3IUYHO JIBJIBI
npeaxoxxaamny nepuoa — 10 20 ronuau u oBede (oomyaiino 10 rog.)

- 1pu 15% aptpuTa ce nosiBsiBa Npeay KOKHUTE IPOMEHH;

- HaW-psIKO ce HaOJIro1aBa eTHOBPEMEHHATA UM TOSBA.

Awnraxupanero Ha OJIA € MHOrooOpa3Ho U ¢ pa3iTu4Ha HHTEH3UBHOCT Ha KIIMHUYHHUTE TPOSIBU —
OT MHHUMAJIHU CUMIITOMH (CKOBaHOCT, 0OJIKa), /10 BHCOKA 0OJieCTHA aKTUBHOCT.
ApTpHUT/apTPONATUA/CTIOHIWINT - KIMHUYHHA popMu:

1. Aptput/apTponaTys Ha TUCTATHU UHTEp(ATaHT€ATHN CTaBU (HAU-9€CTO MAJIKU CTaBH Ha
MPBCTH HA PBIIE U CThIANIA, THIIMYHO acuMeTpuueH) - 55-70%

2. AcuUMeTpUYeH OJUT0apTPUT (3acArar ce CTaBH Ha BCHUKM KpaitHuim) — 30-50%

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

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

5. MuBanuau3upai (MyTuaupai) apTput — 3-5%.

I[pym nposisu ot OZIA:
CHTE30IIaTUs/CHTE3UT - - BB3MAJICHUE Ha UHCEPIMATA KbM KOCTTA Ha CyXOXKHIIUE /TUTaMEHT
(AXu1ecoBOTO CyXOXKUITNE, TUTaHTapHATa (haciys)

- TEHOCHHOBHT (JIek/yMepeH TEHOCHHOBUT Ha (DJICKCOPHU CYX OMKHJIIHS)

- jgakTiant (10 35% ot GonHKTE)

- MHOIATHS.

KJIMHNYHM CHMIITOMM OT KOKa U HOKTH
Koxen ncopuasuc - popmu:
® [UIaKaTa — epUTEMATO3HH MICOPUATUYHHU IUIAKU C, 00NYaiiHO, (PMHO 3aTIOIIBaHE,
npuaaBaio ceaedeH BT Ha I1akaTa
® TyTara — I'yTaTeH ICOpUa3nc
® [YCTyJ03a — IJIAKU C HarHOSIBaHE
e eputpoaepmus (00MUaiiHO He ce KOMOMHMpA C apTPHUT).

[Ic Mmoke na ce nokanu3upa Mo Koxkara Ha Is10TO Ts10. Orex/iar ce 1 OKOCMEHaTa 4acT Ha
rinaBata (IIc yecTo e morpenHo € cMsATaH 3a MbPXYT), MEPUHEYMa, HHTEPTIIyTealHaTa 1IeTIKa,
o0jacTTa Ha MbIIa.

HoxbTHH npoMenHu (MOHsIKOra eMHCTBeHA nposiea Ha Ilc):
e uHUU Ha Beau
JICBKOHHUX U
OHHUXOJIN3a
KBITCHUKAaBO-PO30BOTO MIETHUCTO 0Oe31BeTsIBaHe (,,01l-drop* sign)
MOJTHOKBTHA XUIIEPKEPATO3a
CIUTUHTEP XEMOPArkH
METHHUCTA JIyHYJIa
HarpevHa HaOpa3isBaHe
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e OTCIIOSIBAaHE HA HOKBTHATA IJI0YKa (0OOMYAHO B CBOOOIHUS i Kpaii)
® U TOYKOBHJHU JICTIpeCHH (CPaBHUTEIHO Hall-crienupuyaHm).

HOI{KO)KHP[ BB3JIM - HC pEBMAaTOMIHU BB3JIM, PCAKU.

N3BbHCTABHM NPOSIBH - CHMIITOMH OT IPYT'M OPTaHU U CHCTeMH
[Tpu [IcA morat na ce HaOMIOAaBAT CIEIHUTE U3BBHCTABHU IPOSIBU:
e OYHO 3acsiraHe ce HabmronaBa pu 30% OT manueHTuTe:
e koHOHKTHBHT (B 20%),
ocTwp npezeH yBeuT (mpu 7%) — a 43% OT TSIX UMAT CAaKPOUIIHUT.
3acsiraHe Ha ChPIETO
OBOpEeUHO YBpEKIaHE
BB3NAIUTEIIHO YPEBHO 3a00IIsIBaHE
muMdeneM Ha TOPHU U JJOJTHH KPAHUIN
MPUITOKPUBANIO 3a00ssBane € cuHApoMbT Ha SAPHO

I11. IlcoppaTuyeH apTPUT — IMATHO3A
CKpVHHMHT-BBIPOCHUIN
Koxanre M HOKBTHUTE MopaxxeHus o0nyanHo NpeaxoxJaar KIMHHWYHATa M3sBa Ha apTpUTA,

Mopajl KOETO B CBETOBEH Mamad JepMaToIO3uTe ca Ha MPEIHUTE JIMHUU 3a CKpUHUHT Ha [IcA.
3aroBa roJisiM IPOIICHT OT BBIIPOCHUIIATE 33 CKpUHUHT Ha [ICA ca pa3paboTeHU U BAIMAMPAHH 32
MOJI3BaHE OT KOHTHICHTA MAIlMEHTH HACOYBAHU 32 KOHCYJITAIUS KbM TAX - TOPOHTO CKPUHUHIOB
BorpocHuk 3a IIcA (ToPAS, Toronto Psoriatic Arthritis Screen), enuaeMuoIOruyeH mocprasuc-
ckpununroB Bbrnpocuuk (PEST, Psoriasis Epidemiology Screening Tool), BwmpocHuk 3a
ckpunupane u onenka Ha IIcA (PASE, Psoriatic Arthritis Screening and Evaluation), PASQ,/
Patient safety and quality of care/ kakTo W BBIPOCHHK 3a CKPUHUHI 3a PaHEH apTPUT TPH
nanmentdt ¢ Ilc  (EARP, Early ARthritis for Psoriatic patients). BwsnpocHumure
omougepenyupam c OTHOCUTEITHO 10Opa YyBCTBUTEITHOCT U crienu(uIHOCT fotnume c IlIcA B
roJjiiMara rpyna Ha nanuenrure c llc.

[Mpubmmsutenso 70% ot GomauTe ¢ [lc Ouxa OIEHWIN 3/IpaBETO CH C MMOMOIITA Ha BBIIPOCHUK, &
MOJIOBMHATA OT TAX OMXa ce TOBEPWJIM Ha OIIEHKaTa U OMXa ce KOHCYJITHUPAIU C PEeBMATOJIOT MPH
MOJIOKUTENEH pe3ynTar. [IporeHThT Ha HOBOAMATHOCTUIIMPAHUTE Bb3 OCHOBA Ha Ta3H CTpaTepHs
HapacTBa MPOIMOPIMOHATHO Ha OpOos BHIPOCHUIM C MOJOKHUTEICH pe3ynTar: npu enuH - 19.1%,
nBa - 34.0%, u Tpu BbIpocHUKa - 46.8%. BernpocHummTe 3a caMOOIIEHKA ca JECHOU3IIBJIHUM U
JOCTBIICH 32 PyTUHHATA MTPAKTHKA TECT.

CASPAR-kputepun
Kpurepunte CASPAR (Classification for Psoriatic ARthritis, knacudukanus wa [IcA) nensar na

nocoyat 6omauTe ¢ [ICA cpen manueHTuTe ¢ Bh3NaNUTeIHu cTaBHH 3abonsBanus (BC3) BpobiIe.
3a ma ca mpmwioxkumu CASPAR-kputepunte, MalMeHTHT TPsAOBa aga mMa BC3-Bb3MATUTEIIHO
CTaBHO 3a0onsiBaHe, AePUHMpPAHO KATO HaIM4YMEe HAa OOJIE3HEHHM WM OTOYHU CTaBU W/WIH
CIIOHJIUJTUT W/WJIN €HTE3UT, U MPOIBIDKUTEITHA CYTPEITHA W/WIH CIIe]] TPOIBJDKUTEIHA TTOYUBKA
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CKOBAHOCT.

CASPAR-kpurtepuu:
IIcopuasuc - 2 TOUKH:
a. Hanuuen mcopuasuc — HalIWYHU B MOMEHTa Ha Mperyiefa MCOPHUAaTUYHH KOXKHHU JIe3UH IO

TSJIOTO WJIM CKaJjla OLIEHEHU OT PEBMATOJIOT WM JEPMaTOJIOT.
0. AHamHe3a 3a NCOpPHA3UC — aHAMHECTHYHM JaHHHM 3a Haiuuue Ha llc (M3TOUHHK - camus
MAIUEHT, CEMEWHNUS JIeKap, 1epMaToJIor, PeBMAToJIOT).

B. GamuiHa aHaMHE3a — aHAMHUCTUYHU JaHHM 32 Ilc mpu Onm3ku poacTBeHHMIM (IIbpBA HIIH
BTOpA CTENEH POAHUHH), TOKJIAJBAHH OT MMallMEHTa.

Ilcopuasuc na nokmume -1 Touka: HaIM4YKEe B MOMEHTA HA MICOPUATUYHA HOKBTHA AUCTPODHUS,
BKJIFOYMTEITHO OHUXOJIM3a, TOUKOBHJIHU ACIPECUU U XUIIEpKEpaTo3a.

Ompuyamenen pesmamouden pakmop (P®) — 1 Touka: ype3 BCEKH METOJ, C U3KIIOUCHUE HA
JIATEKC arjdyTUHAIMs (3a MpeAloYruTaHe 4pe3 EH3UMHO-CBBbpP3aH MMYHOCOPOEHTEH METOJ WIIU
HedemomeTpus).

Haxkmunum - 1 Touka:

a. Hanuuue Ha nmonyBaHe Ha €JMH LsUT IPBCT KbM MOMEHTA Ha Mperienaa.

0. AHAMHECTUYHH JAaHHU 32 JAKTHIUT (JIOKyMEHTUPAH OT PEeBMATOJIOT).

Penmeenozpagpcku ookazamencmea - 1 touka: oOpazyBaHe HAa HOBa KOCT MapruHaIHO Ha
cTaBUTe (C M3KIIOUEHUE HAa oOpa3yBaHe Ha OCTeO(UTH) BHPXY pEHTreHorpadus Ha pblie WU
cThHaa.

CASPAR-kpurepunte otkpuBar Oomautre ¢ IIcA ¢ 98.7% cnemuduunoct u  91.4%
YyBCTBUTENHOCT (1MO-100pH ca M MO JBaTa IMOKa3aTelii B CPAaBHEHUE C MPEAM H3MOJI3BAHUTE
kputepuu Ha Mon u Paiit). CASPAR-kpuTepunTe ca BaJHIUpaHA U 3a TManueHTu ¢ paHeH [IcA
(Bpemerpaene Ha cumnromure < 24 mecena). Haii-undopmarusau 3a passutuero Ha [IcA ca
aktuBeH [Ic m HeratuBen P®, mocneaBanu ot IIc Ha HOKTUTE WM HACTOSI/JAOKYMEHTHpaH B
MUHAJIOTO TaKTHJIUT.

JlabopaTopHu mokasare/u
Hama ymevpoenu IlcA-cneyugpuunu naGopaTopHu IUArHOCTUYHM TECTOBE OILCHSABAIIN

AKTUBHOCT, HO 4€CTO CC M3II0JI3BAT.

OO0pa3um usciaenBanus
KoHBeHIIOHAIHO peHTreHOrpag)cko u3cjieBaHe

Pentrenorpadckara Haxomka Mmoxce oa noonomozHe pasrpannyaBaHeto Ha I[ICA oT npyru
OJIUTO-/TIONMUAPTPUTH (HO KbCHO 6 esontouuama Ha IlIcA). ACUMETPUYHUAT OJIUTOAPTPUT U
CUMETPHUYHHUAT TMOJUAPTPUT OOMUYAWHO MPOTHYAT ¢ KapTHHATA Ha JIEKO JI0 YMEPEHO arpecHBEH
epo3uBeH apTpUT (KIMHUYHU BapuaHTH Ha [ICA). Pamnume KOCTHH €pO3HMH Ca PA3IOJIOKEHH
MapruHajHO HA CTABHUS XPYUISUT — CJIEAOBATETHO B HAYAJIHUTE CTAJUU XUAJIMHHUS XPYLIsUT €
cbxpaHeH (moJ00Ho Ha PA nuricBa crecHeHue Ha craBHara lienka). Hanpeonanume npomenu ca
¢ mo-roisiMa crieruuaHocT. Hsixon kbcHU B eBoironusaTa Ha [ICA peHTreHorpad)cku HaxoaKu
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HACcOYBaT KbM JIMarHO3aTa:
- pedopmarus ,,pencil-in-cup* (,,MonuB B mpeanasuTen )
- MyTwiupanl (AHBATUIM3HMPAIN) apTPUT — 3HAYMMa KOCTHA JECTPYKIHS, Hall-4eCTO TEKKH

13

neopManyy THI ,,MOJHMB B MPEIMa3uTeN “, MOKE€ MHOXKECTBEHHU, ¢ oopMsiHE Ha T. Hap.
,,TENIECKOIIMYHU NPBCTU

- CTEeCHsIBaHE Ha CTABHOTO NMPOCTPAHCTBO B oOmacTra Ha uHTepdananreannute crasu (UDC),
€BEHTYAJIHO C aHKUJI03a

- ,,pa3lIUpsIBaHE ,,Ha CTAaBHOTO MPOCTPAaHCTBO B 00nacTTa Ha MPC B pe3ynrar Ha AeCTPyKLMS,

- INEPUOCTUTH (,,MBXECTU", C pa3pexaBsiBaHE Ha IEPUOCTTA)

- JBYCTpaHEH, aCHUMETPUYEH, BPETCHOBUIEH OTOK Ha MEKHUTE TbKaHU, E€JHOCTPAHEH WU
aCHUMETPUYEH CAaKPOUIUUT

- B oOJIacTTa HA TPHOHAYHUS CTHIO:

v\ romeMH, HEMapruHaJHH, €IHOCTPAHHHM, ACHUMETPHUYHH CHHAecMOpuTH (MOHSIKOTra
oopMsIIM MEKAYNPENITICHHH KOCTHA MOCTOBE ) B IIIMEH, TPBACH U MOSICEH OTHEN Ha
rpbOHAYHUS CTHIO; YECTO ce HAOJI0AaBa HEMOCIEAOBATEIIHO aHTAXKUPAHE HA CETMEHTHUTE
My,

V' mo-QuHH, BEPTHKAIHH ¥ CHMETPUYHH CHHICCMODHUTH 3a€IHO CbhC CHMETPHYEH
CAKPOWJIMMT (BapuaHT PEHTTEHOJIOTUYHO HEpa3In4MM OT 3acsiraHeTo Ipu OojecTra Ha
bexTepen),

KommniorspHo-tomorpagceko usciaenpane Ha OJA (KT)

KT e 3HaunTenHo mo-uyBCBUTENIHA OT pyTUHHATa peHTreHorpadus. [Ipegocrass no-neraitina
uHopManus ot Hesl, a € ¢ no-aocTbeiHa neHa (or MPT). He npenocTasst nanuu 3a
HaJMuue/TUIca Ha KOCTHO-MO3BYCH €lIEM U € B 3HAYMTEIIHA CTEIICH JIbUCHATOBAPBAIIIO.

MarnuTtHo pe3oHancHa Tomorpapus (MPT)

MPT e uyBCTBUTENHA 32 OTKPUBAHETO CAKPOWJIMUT, €HTE3UT W/uiu epo3uu. [Ipu usnonssanero
Ha KOHTpACT (raJI0JIMHUI) YyBCTBUTEIIHOCTTA M ce moBHIIaBa. Moxe Jja JoKa)ke Bb3MaJeHUe Ha
MAaJIKUTE CTaBH HA PBLETE, C YIACTHE HA KOJIATEPAITHUTE CTABHU BPB3KU U MEKUTE ThKAHU OKOJIO
CTaBHaTa KarcyJa.

YJTpa3sByKOBO U3C/IeIBAHE HA CTABH

Hagnese pyTHHHO B KIIMHUYHATA IPAKTHUKA — TOCTBITHO € 32 U3IbJIHEHNE (00y4YeHU KaipH U
ChbBPEMEHHA TEXHHKA), HE BUCOKA 1[eHa, 00pa Bb3MPOU3BOJUMOCT U ObP3UHA HA pealu3upaHe.
Bucoxo nHpopmMaTuBHa METOIMKA 32 HAJTMUME HA CHHOBUT, TCHOCUHOBUT U
€HTE3UT/UHCEPLUOHUT, IPEOCTaBs eTailina HHGOpMaIus 32 KOCTHUS KOHTYpP (BKJI. MAJIKH
€pO3UH) U € YyBCTBUTEIHA 3a OIICHKA Ha aKTUBHOCTTA Ha 60JIeCTTa, HO He 00EKTUBU3HpPA
IIPOMEHU TOJT KOCTHUSI KOHTYpP (KOCTHO-MO3BUYHUAT efieM camo ¢ MPT).

IV. Ctparerusi Ha TepanusTa
He-0nosnornyna repanus
1. MoHoTtepanuss ¢ WHXEKIUOHHU JIOKATHH KOPTHUKOCTEPOHAW TPH HEMPOTPEeCHpaIn

MOHOAPTPUTH.
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2.

3.

Crannaptna BMAP tepanus npu nauueHTH C:
a. Ilepudepnu nommapTputu
b. Onuroaprpuru
c. IlepcucTtuwpamnyi WIM TMPOTPECHUBHH MOHOAPTPUTH CBBP3aHU C MepUPEpHU
CIIOHIMUJIOAPTPUTH
N360p Ha crangaptaa BMAPnK Tepanus
a. Hyxnu u npeamnouyntanvs Ha MAUEHTH W ToJyuIekamm Gaktopu (TUIaHUpaHE Ha
OpEeMEHHOCT, TPHEM Ha aJIKOXO0JI)
b. Ko-MopOHIHOCT, KaTO YBEUTH, IICOPHA3MC WJIM BB3MAIUTEIHO 3a00JsBaHEe Ha
yepBara
C. XapakTepucTuka Ha 3a00JIIBaHETO
d. Iorenrmanau HJIP
Axko crangaptHa BMAPI tepanus, B MakCUMaJIHO ITIOHOCKMMA J103a 3a TIOHE 3 Mecela, He
MpPEeIM3BUKBA  aJeKBaTHO oOOJeK4YaBaHe Ha CHUMITOMAaTukara, TpsOBa Ja ce
oOmucITU3aMsIHa ¢ Win 100aBsiHe Ha APYT craHaapTreH bBMAPL.
Ha ce oOmucim pnob6aBsne Ha HCIIBn kbMm cranmaptHa BMAPn Tepanus wim
ouomornuna BMAP# tepanus ¢ men nomnusBaHe Ha cumnroMarukara. HCIIBa na ce
M3MO0JI3BaT B Haill-HUCKAa e()EeKTUBHA J03a 32 Bb3MOXKHO Hal-KpaThK IMEPUOJ OT BpEME,
KaTo TpsIOBa J1a CE€ OICHAT PUCKOBHUTE (AKTOPH U MAMMEHTUTE Ja C€ MOHUTOPHUPAT U TPH
HYXJ1a J1a ce 100aBU TraJATPO-TIPOTEKTUBHA TEPATTHSI.
AxKo cuMmmToMaTMkKara He ce mnosamgBa amekBatHo or HCIIBm, ma ce oOmucin
MPUJIaraHeTO Ha WHXXEKIIMOHHU KOPTHKOCTEPOUAN (JIOKAIHO WM WHTPAMYCKYJHO)WIH
KpaTKO-BpEMEHHA TMEpPOpaiHa KOPTUKOCTEPOUIHA TEpamnus, Karo JOMBIHEHUE KbM
crannaptHa BMAPn tepanus wim Ononornusa BMAPa Tepanus, ¢ uen na ce nosnusie
CHUMIITOMATHKATA.
AKO eKcTpa-apTHUKyJIapHOTO 3a0oJsiBaHE € aJeKBAaTHO KOHTPOJIMPAHO C MpHIaraHara
crannaptHa BMAPn Tepamnus, Ho mepudepHuUTe CIOHAMIOAPTPUTH HEca, TO Ja cCe
obMuciu 100aBsIHETO Ha ApyT cTanaapTeH BMAP.

Bbuosoruuna BMAP repanus

1.

Etanercept, infliximab u adalimumab, ustekinumab, ixekizumab, certolizumab pegol,
secukinumab u guselkumab ce mpemopbuBar 3a JiedeHHE HA BH3PACTHU C aKTUBEH W
IIporpecupar ICOpuaTpuyeH apTpUT IPU CIEIHUTE KPUTEPUU:
a. IlanueHTsT € ¢ nepudepHH apTPUTHU C > 3 3aCErHATH CTABU U > 3 OTOYHU CTaBU U
b. Hsma anmexkBaTeH OTroBOp ciej Tepamust ¢ IMOHe 2 cTaHaaptHu BMAP,
MPUIIOKEHU KaTO MOHOTEpAIHs WIM B KOMOMHALUS.
buonornunata BMAPK tepanus ce npumara ceriiacHo n3nckBanusTa Ha Hapen6a Ne 4
ot 04 mapt 2009 0THOCHO pefa 3a MPENUCBAHE U OTIYCKAHE Ha JICKAPCTBEHU CPENICTBA
— (Bys3na B cuita mpomsiaa ot 27 asryct 2019).
buonornunata BMAPn tepanus ¢ etanercept, infliximab, adalimumab, ixekizumab,
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certolizumab pegol tpsibBa aa ce omenu Ha 12 ceaMuUIA OT HAYAIOTO HA TEpPAIKIATA U Ja
ce clpe Mpu MaueHTH, P KOUTO He ce Halblto/1aBa aJieKBaTeH OTrOBOP, OLCHEHH Ha
0a3ara Ha PSAR kpurepuure.

a. 3a agexBaTeH OTTOBOP CE CUMTa Mono0psiBaHe HA NOHE 2 (3aIBJDKUTEIHO €IUH OT
TSAX TpsiOBa 1a e joint tenderness or swelling score) ot 4 PSAR kputepuu u nurnca
Ha BJIOIIABAHE MPU BCUYKHUTE 4 KPUTEPHSL.

b. TMammentu, npu kouto Ha 12 cenmuna ce otuuta PASI-75 otrosop, Ho mo PsAR
KpUTEpUUTE HE C€ OTYMTa aJeKBAaTeH OTroBOp, TO Te TpsAOBa na Obaar
KOHCYATHpPaHU OT JepMaTojior, 3a Jia C€ pelld J0 KOJKO € TMOJIXOASII0
MPOIBJDKABAHETO HA TepanusiTa, Ha 6a3aTa Ha KOKHHSI OTTOBOP.

4. Golimumab e anTepHaTHBa 3a JICYCHHE HA aKTUBHU M MPOTPECHUPAIIN IICOPUATPUIHU
apTPUTH TIPU BB3PACTHH.

5. Ustekinumab camocTostento niau B kombuHamums ¢ merorpekcar (MTX), ¢ mokasan 3a
JICYCHHE HAa AaKTUBEH IICOPUATHYCH apTPUT NpPU BH3PACTHH MAIMCHTH, MPHU KOHTO
Ipe/IecTBamara Tepanus ¢ MoauduImpaiy 0oJieCTTa aHTUPEBMATOUIHH CPEICTBA
(DMARD) e 6una HegocTaTp4Ha

a. IlpemopbuBanata mo3upoBka Ha UStekinumab e wawamna no3a or 45 mg,
MIPUJIOXKEHA MOAKO0KHO, TOCeIBaHa OT J103a oT 45 Mg 4 cenMuuu MO-KbCHO U
cjiell ToBa Ha BCeKHU 12 cemMuiiv. ANTepHATUBHO, MPU MALIMEHTH C TEJIECHO TETJIO0
> 100 kg, moske na ce uznonzsat 90 mg

b. Jleuenuero ¢ Ustekinumab Boau 10 3HaUMTETHN TOJOOPEHUS B H3MEPUTEITUTE 3a
AKTUBHOCT Ha 3a00JIsIBaHETO Ha ceaMuIia 24.

6. Secukinumab
6.1 Secukinumab camocrosiTenHo unu B komOuHanus ¢ merorpekcar (MTX), e nokazan

3a JIeYeHUE HA aKTUBEH MCOPUATUYCH apTPUT NP Bb3PACTHH MAIIUEHTH, MPU KOUTO
MpeAlIecTBallara Tepanus ¢ MoAuQpuIMpanx 00JIecTTa aHTUPEBMATOMTHU CPEICTBA
(DMARD) e 6una HerocTaTbuHa
a. Ilpu manmentn c IICA u ChOBTCTBAI YyMEPEHO TEXBK JO TEXKbK IUIaKaTeH
MICOPHA3UC UM KOUTO HE Ca C€ MOBJIMSUIM JIOCTAThUHO OT MpoBeAeHaTa aHTU-TNFa
Tepanus, npenopbunTenHara go3a ¢ 300 mg,
a. Ilpu TNF — HawuBHM TalMeHTH W TAUEHTH C JIEK 10 YMEpPEeH ICOpHUa3mC
npenopbuuTenHara j103a € 150 mg. Bs3 ocHOBa Ha KIMHUYHMS OTTOBOP J03aTa
Moxe n1a ce noBuiu g0 300 mg.
b. KiauHuuyHHs OTrOBOp OOMKHOBEHO C€ IOCTHTAa B paMKUTe Ha 16 ceaMuiu
JICUECHUE.
7. Ixekizumab

a. Ixekizumab, IgG4 MOHOKIIOHATHO aHTUTSIIO, TTOKAa3aH 3a JICYCHHUE Ha YMEPEHO TEKBK 10
THXKBK IJIAKATCH MICOPUA3HC MPU BB3PACTHH, KOUTO Ca TOJXO/ISIIN 32 CUCTEMHA TEPaITHsl.
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CamMocrosaTenHOo uid B komOuHamud ¢ MTX, e mokasaH 3a JICUCHHE Ha aKTHUBCH
MICOPUATHYEH apTPUT MPH BH3PACTHU MALMEHTH, KOUTO C€ MOBIHUSIBAT HEAOCTATHUHO WU
UMaT HENOHOCHMOCT KBbM €[HAa WIM MOBEYEe Tepanuu ¢ Moauduumpaimy OosecTra
aHTupeBMaronuu Jekapctsa (DMARD).

b. Eduxacuocrra u Oe3omacHoctra Ha IXEKIZUMAB ca poka3aHu HE3aBUCHUMO OT
BB3pacTTa, 10ja, pacara, MPOIBKUTEIHOCTTa Ha 3a00JIIBAHETO, U3XOJHOTO TENECHO
TETrJI0, 3aCATaHEeTO OT ICOPHUA3UC HAa M3XOAHO HUBO, M3XoaHaTta ctoiHocT Ha CRP (C-
peaktuBeH TmpoTewH), wu3xomHus DAS28-CRP, chobTCTBAIO NpUIOKEHHE Ha
KOPTUKOCTEPOUAM M TMPEIXOAHO JI€YCHHE C OHOJOrMYHO JIEKapCTBEHO CPEACTBO.
Ixekizumab e edukacen npu MaUeHTH, KOUTO HE Ca JCKYBaHH ¢ OHOJIOTUYHO CPEICTBO,
KOUTO MMaT €KCIO3UIMA Ha OMOJIOTUYHO CPEJCTBO, U TAKMBA, KOUTO UMAT HEYCIEX MpH
JieueHre ¢ OMOJIOTMYHO CPEJICTBO.

8. Guselkumab

a. Guselkumab e w30 woBemku wuMmyHornoOyaumH Gl mambma (IgG1X)
MOHOKJIOHAJIHO aHTHUTsU10 (mAb) kbM npotenHa uHrepneBkuH (IL)-23, nonydyeno
B KJIETKH OT siiiuHunM Ha kuTaiicku xamcrep (CHO) upe3 pekomOunantaa JJHK
texnosorus. Guselkumab mpumokeH camMOCTOATENIHO WM B KOMOWHAIHUSA C
MeroTpekcat (MTX), e mokazaH 3a Jie4eHHE Ha aKTHBEH ICOPHATHYCH apTPHUT
IpU BB3PACTHH TNANKMEHTH, KOWTO HE cCa CE€ MOBIMSUIM JOCTaThbUCHO WM ca
MPOSBUJIM HETMOHOCUMOCT KbM THIpeIIIecTBalia Tepanus ¢ MOIUPUIIUPALIO
Oonecrra anTupeBmaTnuHo JiekapctBo (DMARD). Guselkumab e mokasan 3a
JICYEHWE HAa YMEpEH J0 TeXbK MCOPHUA3HUC C IUIAKH MPHU BB3PACTHU, KOUTO ca
MOJIXO/ISIIH 32 CUCTEMHA Tepariusi.

b. Guselkumab moka3sa mogoOpeHne Ha MPU3HALUTE U CUMITOMHTE, (pu3ndeckara
(GYHKIUS U CBBP3aHOTO ChC 3APABETO KAYECTBO Ha )KMBOT M HAMaJsiBa CKOPOCTTA
Ha TMporpecupaHe Ha TMepUPEPHUTE CTABHU YBPEKIAHUS TMPH BB3PACTHH
narieHTd ¢ aktuBeH PSA. Jlewenmero ¢ Guselkumab Bomum 10 3HauMMu
noJ00peHus B Moka3aTeauTe 3a 00JecTHa akKTUBHOCT B CpaBHEHUE ¢ IJaredo Ha
Cenmuria 24.

V. Jleyenue Ha [IcA - akcuanna CCAII, nepudgepua CCAIL, unu IcA.

JleyeHue 10 MOCTUTaHe HA peMHCHSI/HUACKA 00JIeCTHA AKTHBHOCT

Aaroputrbm 3a nedenue CCAIl

Crnen nyonukyBane Ha ACR/EULAR, (AmepukaHcku Konexx 1o peBmatosiorus/ EBponetiicka
JIMra cpelly peBMaTu3Ma) nmpenopbkuTe 3a jedeHue Ha PA mpe3 2010 r., neyeHuero Ha OoHHUTE
¢ PA 5o mocturane Ha pemucusi MM HUCKa 0OOJecTHa aKTUBHOCT B CIy4auTe, IPU KOUTO HE
MOe Ja ObJie MOCTUrHaTa peMHUCHs (IMAlMEHTHTE C JIBJITOrOJMIIHA OOJIECT), MOCTENEHHO ce
MpeBphIIa B pyTHHHA MpakTuka. Cria3BaHETO Ha MPEMOPBKHUTE 3a0aBsi MPOrpecHsTa Ha CTaBHATA
yBpeaa ¥ chXpaHsBa (\yHKIIMOHATHUS KalaliTeT 3a Mo-IbJIro BpeMe. 3a IelnTa ca pa3padoTeHn U
BAIMMPAaHHA CTaHAAPTU3UPAaHN WHICKCH 32 OICHKAa Ha OOJIeCTHA aKTHBHOCT W 32 PEMHCHs Ha
6osecrra. OT OCHOBHO 3HaU€HHUE MPU TE3U OOJHU € CUCTEMHUSI KOHTPOJ1/Ha0 0 AeH1E.

[Ton3ata or momoOeH cucreMeH KoHTpon Ha OonHute c IIcA ce mnpeamonmarame, a e
HE/IBYCMHCIIEHO TIOTBBPZCHA ciel npukitoyBaHe Ha npoyuBaHeto TICOPA. IlpemnopbuBa ce
CTPUKTEH KOHTPOJ BbPXY aKTUBHOCTTA Ha OosiecTTa npu Bcuuku OosHu ¢ IICA u cBoeBpemMeHHa
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KOpPEKLMsI Ha TepanusATa IpHU NEpCUCTHpaHE Ha BHCOKa OOJIECTHA aKTUBHOCT, OILE IOBEYE 4Ye
TO3M MOAXOJ] HE CE€ CBBbP3BA ChC CTATUCTUYECKU 3HAUMMO HAapacTBaHE HAa HEXEJaHU JIEKapCTBAHU
peakuuu (HJIP). MexnyHapoaHaTa ekcliepTHa rpyna JeuUHUpa HpernopbKd 3a JIeYEHHE Ha
akcuanHa u nepudepna CCAIl B ToBa umcno u 3a IICA. AHanOrM4HO Ha MPEMOPBKUTE 3a
neuyeHue Ha PA, T4 onpenenu 3a el - JISYEHUETO JI0 IOCTUTaHe Ha PEMUCHS MJIM HHCKa 00JIeCTHA
aKTUBHOCT, U pa3zpabotu anroputbM 3a jgeuenne CCAIL

Adapt therapy
according to
disease activity

Remission
Use \ 3 /

measures
of clinical disease activity
and acute phase reactants
as needed

Adapt therapy

Sustained
Remission

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

Sustained low
disease activity

Low disease

activity

Alter-
native

Adapt therapy
according to
disease activity

Adapt therapy
if state is lost

target

SpA = spondyloarthritis (CCAII).

Kpurepun 3a MunuMaiaHa 6oJiecTHa akTuBHOCT npu 6otam ¢ IlcA (MDA, minimal disease
activity)
JleueHue 10 NOCTUraHe HA PEMHCHS WIIM HUCKa 00JeCTHA aKTUBHOCT U3UCKBA KOJIMYECTBEHU
MeToaM (¢ IU(POB U3pa3) 3a OLIEHKA Ha TeKecTTa — noaxo sl uujaexke € MDA (MuHuManHa
6onectHa aktuBHOCT). [lamuent c TIcA e ¢ MDA, koraTo u3nbiBa moHe 5 ot cieaHure 7
KpUTEPUS:

® bpoii 6o1e3HeHu cTaBu < 1

® bpoii orounu crasu < 1

® Tunexcu PASI <1 mmu BSA < 3

® Ornenka Ha 6omnkara (oT mauuenTa) no BAC <15

® Ornenka Ha 6onectHaTa akTHBHOCT (0T maruenTta) mo BAC <20 6. HAQ < 0.5

® bpoii enre3uty < 1

® unexc BSA (body surface area, mtomy ot TenecHaTta HOBBPXHOCT, TIOpa3eHa OT MCOPHA3KC) <
3%.

JleueHHe HA KOKHHUTE IMPOMEHHU - Bb3MOKHOCTH
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[Ipy manmeHTH ¢ BHCOKO-aKTHBEH KOXEH IICOpHa3uc ce mpernopbyBa ymorpebata Ha MTX,
MPOU3BOHK HAa PETUHOJIOBA KHCEINHA, JJOKAIHU CPEICTBa, nicopayieH +/- yarpasuoserosa (UV)
cBeTyinHA. [Ipriio’keHneTo UM JI0Ka3aHo MOBJIHSIBA KOXKHHUTE MPOSBU.

Jleuenue Ha IIcA — Bb3MOKHOCTH

JleyeHue ¢ JeKapCcTBeHU NPOAYKTH

leyenue Aptput [lIcA [Cronmumur  Plakrnmar  |Enresur
HCIIBn X X

BbTpectaBHo npuiioxenue Ha KC X

JlokanHo nedenue (BHHIIHO) X

Dusnorepanus X

[Tcopanen UVA/UVB X

k-bBMAPJI (MeTOTpekcaT, MUKIOCIIOPUH

A, sulphasalazin, leflunomide) X X

bunornuan  BMAPJI (naxubutopn H

TNHFO-a, IL-12/23, ILJ-117(A, IL-623)0p a|X X X X X

Jleuenunero 3anouBa ¢ HCIIBn npu Bcuuky manueHTH (OpW JIMIICA HA IPOTHUBOIOKA3aHUSA).

JlokanHOTO (TIpU €HTE3UTH) WM BTpPECTaBHOTO mpuioxkenue Ha ['K (pu equHUYHM Bh3MaJeHU

CTaBM), MOXe /1a Ob/ie 0COOEHO e(PEeKTUBEH MOAXO0/ MPH HIKOU ManueHTu. [Ipu Bcuuku ocraHanu

OO0JIHM, @ UIMEHHO Te3M C MEepCHCTHUpAIlLl apTPUT, Ce MpernopbuBa npuiokeHrnero Ha BMAPJII 3a
NOBJIMsIBaHE NPEIMMHO HA MOpPaXeHUsTa Ha nepudepuute craBu (k-BMAPJI nokazano He
MOBWJISIBAT MPOMEHU B IpbOHaka) M mo-Manka creneH (0-BMAPJI -nosnusiBar npoMeHuUTe B
rpbOHaKa, nepudepHuTe CTaBU U Koxkarta). B pesku ciydau ce nmpuiiara XpoHUOTEpanus ¢ HUCKU

71031 KOPTUKOCTEPOUIH.

XHMpypru4Ho JjieyeHue

ApPTpOCKOIICKa CHHOBEKTOMHsI — €(EeKTHBEH METOJ] Ha JIEYEHHE Ha TEXbK, arpeCHBHO
IIPOTHYAL] XPOHUYEH MOHOAPTPHT.

Ennonporesupane  (mpu  u3pa3eH  QyHKIHOHAJICH  JACQUIMT) WIM  YaCTUYHH
PEKOHCTPYKTUBHU XHUPYPrHUHU HMHTEPBEHIMU CE€ MPEnopbuBaT NpU HEBB3MOXKHOCT 3a
KOHCEpPBAaTUBHO BB3CTAHOBABAHE Ha (YHKIUATA HA 3acerHarara craBa. Kato ocobeHo
YCIIEIIHU CE€ CUUTAT KOPEeKIUUTE B 0bsacTTa Ha KonsiHHa U Th craBu.

ApTpoze3u/apTporuiacTiKa ce IpriiaraT U Ha Ipyrd CTaBy (ITaleroBa CTaBa).

VYcrnoBHa MHAMKaNMs 3a XMPYpPru4yHa Hameca ca CHJIHHMTE OOJKH W/WIM HAIMYMETO Ha
JIECMOTE€HHU KOHTPAKTYpU — MOCTONEPATHMBHO ce OTOeNs3Ba 3HAUYMTENHO MOAOOpEeHHEe B
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JIOKAJIHUS CTAaTyC, HO B CPABHUTEIHO KPAThK MEPHOJ] MAaTOJIOTUATA PEUUAUBHPA.
— [Ipu penunuBupalu €KCyJaTUBHH CHHOBUTH Ha KUTKU CE€ MPENopbyuBa KOMIIPECHBHA
MpeBpb3Ka.

DuU3UKAIHA Tepanus

Jleuenue Ha [IcA — npuniunu u npenopbku Ha EULAR

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

I[IcA e XeTeporeHHO M MOTEHIMATHO TEXKO NpOTHYAIlo 3a0o0JisiBaHE, KOETO H3UCKBA
MYJITHIUCIMIITIMHAPEH MOJX0]] HA JIEYEHHUE.

Haii-no6pust nmoxxon 3a neyenue Ha IICA ce ocHOBaBa Ha ChbBMECTHO B3€MaHE Ha PEIICHUS OT
NAIMEHTa U JIEKyBaIlUs IO peBMaToJIOr.

JleueHneTo Ha MYCKYJHO-CKEJIETHUTE NPOSBU € OCHOBHA I'pHKa HA PEBMATOJIOTa; KOHTPOJIA
BbPXY KIIMHUYHO 3HAYMMOTO KOXKHO 3acCsiraHe ce€ OCBILECTBsIBA OT PEBMATOJIOT U JIEPMATOJIOT.
['maBHa men Ha TepanusTa € MOAOOpEHHE Ha KAa4eCTBOTO Ha KMBOT CBBP3aHO CHC 37PABETO B
awirocpoueH mwiaH (HRQOL) upe3 KOHTpON BbPXy CHMIITOMHUTE, IPEIOTBPATSIBAHE HA CTaBHATA
JEeCTPYKLUS, HOpPMAIM3UPAHe CTaBHATA (DYHKIHS U COLMAJICH JKUBOT; TIOCTUTAHETO HA PEMHUCHS
€ BayKHa LIeJI.

[TanmenTuTe penoBHO TPsiOBa ja ObAAaT HAOIIOAAaBaHU W JICUYCHHETO TPsIOBa Ja ce KOPUTHpA IO
MOJIXOSI HAYMH.

IIpenopbku 3a Jeyenune Ha [IcA na /1P ot 2019 1,
oasupanu Ha npenopbkute HAa EULAR ot 2015 1.

1. Jleuenuero TpsioBa Aa ce LeJM KbM PeMHCHSI WJIH MHUHHMAJIHA/HUCKA 00J1eCTHa
AKTHMBHOCT 4Ype3 pel0BHO HA0J/II0/IeHNe U HATA’KIaHe HA TepanunATa.

Pemucusra ce neduHupa Karo JMIca HAa KIMHUYHU U JJAOOpAaTOPHHU JAaHHU 3a Bb3MaJEHUE Ha
CTaBUTE, JIMIICA HAa €HTE3UT M JAaKTUIUT. Morar aa ce W3MOJ3BaT KPUTEPUUTE 3a PEMHUCUS U
HUCKa OonectHa akTHMBHOCT mo DAPSA, ocoOeHO mpu NanMeHTHTE € MPEJUMHO CTaBeH
KOMIIOHEHT, © ASDAS npu nauueHTu ¢ npeAuMHO akcuaiaHo 3acsraHe. [Ipu Hskou manueHTH
CTPUKTHATa PEMHUCHs € TpyJHa 3a MOCTUraHe U MOXKe Ja C€ M3MOJ3Ba MHUHMMAalHa OoJecTHa
aktuBHOCT (MDA), KOATO BKJIIOYBA MYCKYJIOCKEJIETHH U KOXKHH ITOKa3aTeH.

[TanuenTtute, nocturHany MDA, umar peaykius Ha CTPYKTYpHOTO yBpexJaaHe. Te3u ¢ akTUBHA
OorecT TpsiOBa /a ce mpocieasaBar Ha 1- 10 3-MeceueH uHTepBal.

2.IIpn nanmentute ¢ I[IcA, HCIIBC morar nga ce u3moua3BaT 3a o0JIeKYeHHE Ha
MYCKYJIOCKeJICeTHUTE OIIAKBAHUS.

HCIIBC ca edukacHu mpu CTaBHUTE CHMITOMH, OCOOCHO MpHU JieKo 3aboisiBaHe, HO HSAMAT
edeKT BBbpXy KOXHOTO 3acaraHe. He TpsOBa ma ca eawHCTBEHATa Tepamwus, ako C€ H3HCKBa

MPOABIKUTEHOCT > 3 Mecella.

3. Ilpn nmanmenTn ¢ nepudepeH apTpuT, 0CO0EHO NMPH MHOI0 OTOYHH CTABHM, CTPYKTYPHO
yBpe:xkIaHe, HaIu4ne Ha Bb3najeHue, BUcoku CYE u C-peakTuBeH mpoTeHH, MOrar /ia ce
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umat npeasua KCBMAPJL, kato MTX e 3a npeanoyuranue NpH Te3d ¢bC 3HAYMMO KOKHO
aHra’kKupaHe.

[TanmenTture ¢ nepudepeH apTpuT U JIOMIM NMPOTHOCTUYHH (hakTopu TpsOBa BenHara aa ObaaT
BkitoyeHn Ha KCBMAPJL. MTX ce mpenopbuBa Kato mpenapar Ha NpbB U300p OT Ta3u rpyma.
[eneBa mo3a 15-25 Mr moJIKOKHO WJIHM MIEPOPATHO ChC CYIUIEMEHTAIUS ¢ (hoTreBa KUCEIHA.

4. Jlokaanute KC uHkeknuu TpsiOBa a ce MMAT NPeABU KATO CIIOMAaratre/;iHa Tepanus
npu IIcA. Cucremunte KC mMorar a ce u3moJi3BaT ¢ MOBUIIIEHO BHUMAHUE U B MUHMMAJIHA
eexkTHBHA 1034,

Jlokanaure KC nMmar 3HaueHHE MpH MALUEHTUTE C OJIMTO/MOHOAPTPUT, KAKTO MPH JAKTHIUT U
enTe3ut. CTpaxbT OoT peaktuBainus Ha [Ic mpu ymorpeba Ha cucreMHu KC karto 115710 He ce
OIpaB/iaBa OT KIIMHWYHATA MPAKTHKA, HO TPsiOBa /1a ce n30srBa apiarocpounara ynorpeda Ha KC.

5. Ilpu nanueHTH ¢ neprudepeH apTPUT U HeaAeKBaTeH 0TTrOBOP KbM noHe eanH kKCbMAPJI
npenapar TpsioBa aa ce 3anouse repanusi ¢ 0bMAPJI nian JAK-unxudurtop.

Antu-TNFa, 1L-12/23 u IL-17A ca edextuBHu npu nepedepen aptput. Hail-mparocpounen
OIUT U 100pe YCTaHOBEHO CHhOTHOIIEHUE Mo3a/puck uMa ¢ antu-1NFa rpynara. Beuuku antu-
TNFa ca epextuBan npu IIcA. Tepanmsra c tofacitinib e mokaszan modpa epeKTHBHOCT BBPXY
Bcuuku mnposisu Ha lIcA. IlpenmoppuBa ce mnpoab/kKaBaHe Ha ChIBTCTBAIATA TEPANUS C
kcBMAPIJIL.

6. Ilpu manmeHTH ¢ nepudepeH apTPUT U HeaJeKBaTeH OTIOBOP KbM IIOHE eIMH
kcBMAPJI, npu kouto He e moaxoasima ymnorpedara Ha antu- TNF, moratr na ce umar
npeasug 0bMAPJI, nacoyenn xbm I1L12/23 uwam IL-17 curnaamsupanero wiaum JAK-
HHXHOHUTOP.

[Ipe3 nocnennute ronuau 6bMAPJI ¢ HOB MexaHu3bM Ha neictBue — antu-1L 12/13, antu-1L-
17, nemoHcTpupaT kiauHUYHa edexTuBHOCT npu IICA. B peauna KIMHWUYHM W3NUTBAHUS €
Jl0Ka3aHa eeKTUBHOCTTA Ha tofacitinib BbpXy Bcuuku nposiBu Ha [IcA.

7. Ilpn manueHTH ¢ nepudepeH apTPUT H HEAAEKBATeH OTIOBOP KbM IIOHE €IWH
kcBMAPJI, npu xouro He e moaxoasima ynorpedara Ha 6bMAPJI, moxe na ce umar
npeasu TcbMAPJI - nanp. PDE-4 unxu6urop nin JAK-unxuoéurop

Anpemunact € TCBMAPJI — unxubutop Ha PDE-4 u e ymepeno epukacen npu [IcA. Mscroto
My € IpH NAUEHTUTE, KOUTO HE MOCTUraT TepaneBTH4HHATE 1ienn ¢ KCBMAPJI n npu kouto
O6BMAPIJI e ca noaxoasmu. Moxe na ce uma npensu U JAK-kunazeH nuHXuOuTop.

8. [Ipu nanueHTH ¢ AKTUBEH EHTE3UT/IaAKTHJIMT U He3aqoBoJnTesieH oTroBop kbM HCIIBC
i JokaaHu KC, moxke na ce 3anoune repanusi ¢ 0bMAPJI u JAK-unxudurop.
[IpoyuBanuss ¢ antu IL-17, 12/23 couar, ue Te3u mnpenapatu umMar cxogHa Ha TNF-
MHXUOUTOpUTE €(EeKTUBHOCT BBPXY EHTE3UTa MU JaKTHIUTA. PaHJAOMM3MpaHH KIMHUYHH
M3MUTBAHUA covaT epeKTUBHOCT Ha tofacitinib mpu €eHTE3UT U TaKTHIINT.

9. Ilpy mauMeHTH ¢ MPeIMMHO AKCHAJHA 00J1eCT, KOSITO € aKTHBHA M He ce IMOBJHMBA
aoctatrbuHo 0T HCIIBC, moxke na ce 3anoune tepanust ¢ 0bMAPJI uinun JAK-unxuéurtop.
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10. Ilpu nmapmeHTHM ¢ nepcucTHpama 00JeCTHA AKTHUBHOCT Ha (oHAa Ha JiedyeHHe C
uaxuouropu Ha TNF- a, IL-17A, IL12/23 wnau JAK-unaxuburop, aa ce odmmuciau
NpeMHHABAHETO KbM APYr mHXuOuTOop Ha TNF-0 mau apyr kjac MeIMKaMeHT, aKO TaKbB
He e OMJI IpUJIarad npeau ToBa.

11. Uuxuéuropu Ha TNF-a, 1L12/23, IL-17A wim JAK ce BK/IH0OYBAT B TepaneBTUYHATA
cxema npu IIcCA ¢ MHOro BHCOKA AKTHBHOCT (€HTE3UT, JAKTHJIMT, AKCHAJHO 3acsraHe,
roJiiM Opoil O0TO4YHM/00JIe3HEHM CTaBHM, 3HA4YMMa CTABHA YBpeAa ¢ KJIMHUYHH U
JabopaTopHu 0eJjie3M Ha Bb3NaJeHHEe M/WJIH KIMHMYHO 3HAYMMH U3BbHCTABHU IIPOSIBH,
BKJI. IICOPHA3NC, 00XBAIIALL I0JIAM NPOLEHT OT KOKHATA MOBbPXHOCT, BUCOKA CTeNeH Ha
UHBAJTUAN3ALHNA), JOPH NPH 00JTHH HENPOBEKIAIN /10 MOMEHTA Jle4eHHe CbC CHHTeTHYHHU
BMAPJL.

12. Ilpu omnpeaejsiHe Ha TepaneBTUYHATA CXeMa I0J BHUMAaHHE ce B3UMAT WU
CHITCTBALIUTE 3200/ 19BaHus U GAaKTOPU CBHP3aHH ¢ 0€30MaCHOCTTA.

HCIIBa
H"praTa JJMHUA Ha JCYCHUEC Ha IMaluCHTU C IIcA BxiIIOYBa CENEKTHUBHU IOUKIIOOKCUI'CHA3a 2
nnxuouropu u HecenektuBHU HCIIBIL.

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

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

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

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

Ibuprofen (MKB M07.1, M07.2, M07.3)

Chloroquine (MKB M07.1)
HpI/IJ'IO)KeHI/IeTO na HCIIBa o6i1ek4aBa CUMITOMUTE (OBJ'IaI[HBa JICKOCTCIICHHOTO BB3MMAJICHHUC U
HaMmaisBa OoJKata W CKOBAHOCTTA), HO T€ HE NMPOMEHSAT XOJa M MpOorpecusiTa (KIMHUYHA U
pentresorpadcka) Ha [IcA.
JlanHuTE 3a TAXHATA €PUKACTHOCT OT KIMHUYHM U3NUTBaHUA 1pu O6onHHU ¢ TICA ca orpannyenu
(BBIIPpEKH MPOTHBOBB3MAINTENHATA UM e(PEeKTUBHOCT). Te He noseuuasam KodCHuUmMe Jje3ull.
I[OHT)J'IHI/ITGJ'IHO ManUCHTUTE, JICKYBAHW C HECTCPOUIHHU TPOTUBOBBIMNAIMTCIHHU CPEACTBA, Ca
H3JI0KCHU Ha MOBUIICH PUCK OT ChbPACUYHO-CHAOBH U CTOMAIIHO-YPCBHHU H.HP, nopaau KoO€TO
OII€CHKaTa Ha HOJ'ISa/pI/ICK € 3aAbJDKUTCIIHA TP ONPCACIAHE HAa TCPAINICBTUYHATA CXEMA, KAKTO U
ynoTpebara Ha TacTpONpPOTEKTOPH.

T TIIOKOKOPTHKOMIH

[Ipu neuenne Ha MOHO- M OJUTOAPTUKYIApHA (HOpMa, CHTE3UT WM JAKTHIIUT, KaTo JOIbIBaIla
Tepanus ce npenopbuBa BbTpecTaBHO npuiioxenue Ha KC. Cuctemuoro npuioxenue Ha ['K ce
n30srBa. Makap u psAKO ce Hajlara TakoBa JICYCHHE — B TE3W CIy4dau C€ MPEANnOYruTaT HUCKH
eXeTHeBHU 103U (10 15 MQ mpeaHu30I0H-eKBUBAICHT, Win 2-3 TabineTku JHeBHO). Hapend c
M3BECTHUTE HEXKEJAaHW JIEKAPCTBEHHW PEaKIUM OT MpoAb/DKuTenHaTa ymnorpeba Ha KC, mpm
narueHTuTe ¢ [IcA Moxe na ce HabmogaBa 00OCTpSHE HA KOKHOTO 3a00IIIBaHE MPHU OMHT J1a
ObJIaT HaMaJIeH! WJIM U3KIIOUYECHH Ha MO-KbCEH eTall OT TepareBTUYHATA CXeMa.

Methylprednisolone (MKB M07.1, M07.2, M07.3)
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BMAPIJI (6osecT-MoauuIIMpaIid aHTHPEBMATHYHH JIEKAPCTBA)
o Kousenunonanmuu BMAPJI (k-BMAPJI)
e buonoruunu bBMAPIJI (6-BMAPJI)

BMAPIJI
1. KonBenumonaauu BMAPJI ca:
e Methotrexate (MKb M07.3)
e Leflunomide (MKB M07.2, M07.3)
e Sulphosalazine
e Cyclosporine A (odunuanHo perucTpupan camo 3a naiueHTu ¢ [1c)

Haii-yecto npuiiaranuar umyHoMoayaatop 3a jeyeHue Ha IIcA kbm Momenta e MTX. CpaBHeH
cee Sulphosalazine u leflunomide, MTX ce mpuema mo-apiaro (mo-go0bp KOMILIAWBHC) OT
6oxaute. MTX ce npenopbuBa 3a nanueHTH ¢ aktuBeH [ICA. Bbnpeku ToBa qoka3aTencrBara 3a
HeroBara e(eKTHBHOCT ca orpaHudeHd. [lo manHu or KimHWYHM mnpoyuBaHuss MTX He
Moauduimpa xoaa Ha OolecTTa, a caMO TPAHUYHO TOBIHUSABA CTAaBUTE U KOXKHH CHUMIITOMH
(BB3MOXKHO € J1a € CJIeACTBHE HAa HEJOCTaThbUyHATa arpeCUBHOCT IIPU MOBUIIIABAHE HA J03aTa Ha
MTX B 13x). Komnnexcna oyenxa na epexkmusnocmma na MTX 3a neuenue na 6oanume ¢ IlcA
He Modce 0a 6voe dadena, Ho MTX ocmasa naii-uecmo npunacanomo cunmemuurno BMAPIJI 3a
nevenue Ha axkmueen IllcA, M ce mpenopbuBa Karo BTOPO 3aABHKUTEIHO JIEKApCTBO IIPH
BKIIIOYBaHe Ha OuonornuHo BMAPJI B TepaneBTHYHaTa cXeMa.

MTX e ananor Ha orueBaTa KHCEIMHA U MOTHUCKA MPEIUMHO OBP30JCIALINTE C€ KIETKH (B
KOCTHUSI MO3bK, EIIUTEITHUTE KIETKU U JIp.), U MOJLYJIMpPa UMYHHHUS OTTOBOP.

B 3aBucumoct ot hopmarta u aktuBHOCTTa Ha [ICA, chmbTCcTBANIUTE 3a00ISIBAHUS M CHCTOSIHUS U
nunicara/Hanuuueto Ha HJIP, MTX ce npuinara B ceamuyna 103a ot 12.5 10 25 mg.
CeobpTcTBalIO JNieueHHe C (QonueBa KUceNMHa 3HauuTenHo HamansBa HJIP u momobpsiBa
KomIuiaibHca KbM Tepanusita ¢ MTX. IlpenopbuBa ce ycnopeaHo NpuiIoKEeHUE Ha MOoHe S M(g
(donreBa KuceIMHa CEIMUYHO, HO OTHOBO JJO3UPAHETO € CTPOTO MHAUBHIYAITHO.

Ha Obarapckust mazap He ce mpejuiaraT IpeIBapUTENHO J03MpaHU (OpMU 3a MapeHTEpPaTHO
npunoxxenue (Metoject), mopaau KOETO TO3UPAHETO Ha MapeHTepalHuTe (GopMU B aMOyIaTOpHU
YCIIOBUSL Cbh3/aBa 3HAYUTENIHW TPYJHOCTH Ha MalUEHTHTE. BbIpeku ToBa MapeHaIHOTO
MIPUJIOKEHUE C€ MPEANOYNTa, MOPAAHN MO-HUCKUS IPOLEHT FOPHO-IUCTIIENTHYHU OIUIAKBAHMSL.

2.Taprer cnennduynn 0071€CTONPOMEHS M AHTHPEBMATHYHH JICKAPCTBEHH NMPOAYKTH
Nuxuduropu na JAK

ToBa ca Manku MOJIEKYTH, KOMTO HMHXHOUpAT BBTPEKICTHYHOTO IMpeJaBaHe Ha
MIPOBB3MANUTENIHNAS CUTHAJI MPEHECeH OT €IHa 10 Jpyra KJeTKa C IMOMOINTa Ha pa3jiuyHu
UUTOKMHHU. CBBP3BAHETO HA LIUTOKMHUTE C TEXHUTE PELENTOPU Ha KIEThUHATa MOBBPXHOCT
BOAM /10 TOJUMEpH3allMsl Ha peLenTopuTe M akTuBHUpaHe Ha cBbp3aHute ¢ Tax JAK (JAKI,
JAK2, JAK3, TYK?2). AxtuBupanute JAK docopunupar penentopure, KbM KOUTO CII€ TOBA
ce mpukauBar STAT (mpeoOpa3zyBarenu Ha CHTHajla W aKTUBATOPH HA TPAHCKPHUIIIUSITA).
AxrtuBupanute JAK dochopunupar STAT, KOuTo AMMEpPHU3UPAT U C€ MPUABHKBAT JI0 AIPOTO,
KbJIETO AaKTHBUpAT HoOBa TeHHa TpaHckpumuusa. [lpum unxubupane Ha JAK ce Omokupa
IIPpElaBaHETO Ha CHUTHajga OT peuenTopa 10 SAPOTO IOCPEACTBOM IOTHCKaHE Ha
MOCTTPAHCIAMOHHOTO (pocopuaupane Ha THPOIUHOBH W/niu cepruHOBH ocTtarbiil HA STAT. B
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pe3yaTar Ha TOBa C€ MOCTUra OBP30 MpenporpaMUpaHe Ha TeHHATa €KCIPEecHs MPOTHYAIA JI0
TO3U MOMEHT B KJIETKaTa

JlexapctBenu npoayktu: Tofacitinib (Xeljanz) - Tabnerku ot 5 mr. Maxubupa npeaumuo JAKI
u JAK3. Onobpen e 3a neuenue Ha [IcA ot FDA u EMA B n03a 2Xx5 Mr/mH. B KOMOUHAIHS C
MTX wim KaTto MOHOTEpaIusi.

Upadacitinib e moka3saH 3a jieueHHe Ha aKTUBCH IICOPHATHYEH apTPHUT MPH Bb3PACTHHU MAIlMEHTH

C HEIOCTaTh4Y€H OTTOBOP HWJIM HEMIOHOCHMMOCT KbM €HO WJIM TOBeue MOIUGHUIUpAIIH OojiecTTa

antupeBmarnunu Jekapctsa (DMARD). Upadacitinib mosxe 1a ce u3mon3Ba KaTo MOHOTEpAIHsI

Wi B komOuHanus ¢ methotrexate.

[IpemoppunTennara qo3a upadacitinib e 15 mg BexubKk JHEBHO.

Edukacrocrra u Ge3zomacHocTTa Ha Upadacitinib 15 mg BeaHbX AHEBHO ca OLCHCHH B JBE

paHIOMHU3HPaHHU, ABOHHOCIEIH, MHOTOIIEHTPOBH, MUIae00-KOHTpoaupanu (asza 3 mpoydBaHUs

IpY TAMEHTH Ha BB3pacT 18 roAvHu WM TOBEYE ¢ YMEPEH 10 TEKBK aKTHBEH IICOPHATHYCH

apTpUT.

W B aBere mpoy4BaHUs ce HAOIIOJABAT KOHCHCTEHTHH OTTOBOPH IPHU MOHOTEpAINUs WM B

komOuHaiwst ¢ methotrexate 3a mbpBUYHKUTE U OCHOBHUTE BTOPUYHH KPAWHU TOYKH.
Edukacuocrra Ha upadacitinib 15 mg e mokazana He3aBUCHMMO OT OLICHCHHUTE MOJTPYIIH,

BkimrounteaHo usxomeH BMI, usxomen hSCRP u Gpoii Ha mnpeaxomHuTe HEOHOIOTHYHHU
DMARDs (<1 unmu > 1).

2. Bbuoaormunu EMAPJI
OuakBa ce OMOJIOTMYHUTE CPEACTBA J1a MOBIMAT WIM CHOpaT KIMHUYHATA M PEHTTeHorpagckara
eBoJIroIMs Ha OosiectTra. Benuku OuonornyHu cpesactsa ce npuiarar yenopeano ¢ MTX, u camo
IIPY ONPEIEIEHH YCIOBUS CAMOCTOSITEIHO.
Haii-ronsim e 6posiT Ha Omosiormunute cpeacta cpenty I NF-o, mocneaBanu oT TapreTupaniuTe
IL-12/23, IL-17A, IL-23, IL-6 u CD20. Ot Ts1x ¢ noka3an edext npu nanueHtute ¢ [IcA u Ilc ca
MPEICTABUTENI CaMO Ha MIbpBUTE TpuueTHpH Kiaca (anTtu- I NF-a, antu- 1L-12/23, antu- IL-17A
u antu |L-23). HesaBucumo oT oOemiaBamuTe pe3yaTaTH Te3W JEKapCTBEHH MPOAYKTH He
MOBIUSBAT TpUYMHATa 3a OojecTra (HEU3BECTHA €TUOJIOTHs). ToBa TH Ompeaens KaTo
naroreHeTuuHu JiedeOHu cpeactBa. BMAPJI  (KOHBEHIMOHANTHH ¥ OWOJIOTHYHM) IIEJISAT
MIOBIIMSIBAHE HA ECTPYKTHUBHUS MPOIIEC U Ca HACOYEHU KbM PA3IMYHU KOMIIOHEHTH HAa UMYHHHUSI
OTroBOop (JIEKapCTBEHUTE MNPOAYKTH, MOBJIMSABALIM 3BEHA B IATOICHETHYHHTE KAacKajJud Ha
Oonecrtra). [IpekbcBaHETO HA JICYCHUETO, C KOMTO M Jia € OT TAX, € CBBhP3aHO C 000CTpsiHE Ha
6oJiecTTa B pa3UueH CPOK.
Benpekn pa3nmudHUTE TEpaneBTHYHH CXEMH, NMPH 3HAYMTENEH MPOUEHT OT OomHuTe ¢ [ICA,
aKTUBHOCTTa Ha OoJiecTTa nepcuctupa miu ce uzasasar HJIP.
KbMm mMomeHTa TepaneBTtuuHara nupamuga Bkmousa HCIIBa, 'K (mpu mokazanu mamueHtu —
BBTPECTaBHO WM JIOKaHO), cBMAPJI u npu HemoBnusBaHE OT MOCIEIHUTE WM MPU BHCOKO
aKTUBHA OO0JIECT €IHOBPEMEHHO C TAX ce BKmo4Ba OuonorudHo BMAPJL. Ot mocnemnute
peructpupanu 3a jedenue Ha [IcA ca npeacraButenu Ha nBete rpynu — anTH- T NF-o u antu-IL-
12/23 n antn-IL-17, IL-23.
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Baxna pons B matorene3ara Ha IIcA wurpast T-xemnep 17 (Thl7) knerkure. Te perymupar
NPUIOOUTHS UIMYHHTET CPEIly MUKPOOH U ca (pakTopu B Pa3BUTHUETO HA pa3IMYHU aBTOUMYHHH
3abosnsBanus. B kpaliHUTE eTanu Ha CJIOKHA KacKaja ce CHHTE3UpaT peaniia mpouHpiaMmaTopHu
IUTOKMHM U aHTHoreHHu daktopu - TNF-a, IFN-y, IFN-a, IL- 6, IL-1B, IL - 12 u IL — 23, xamo
nocieonume 06éa nupwxupar gudepeniupadero Ha Thl u Thl7 xmerku. Thl7 knetku
npousBexaar IL-17A, IL-17F, IL-21 u IL-22. Te3u UHTEPICBKUHH UTPAAT POJs B aTOTCHE3aTa
U Ha KO)KHUTE TposiBu U Ha [IcA.

KbM MoMeHTa ce pa3paboTBaT MHOXKECTBO Teparnu, HACOUCHH KbM KICTKA U IUTOKUHK B Th17-
menuupanus et (1L-12/23, 1L-17).

[To-no6po pa3zbupane Ha umyHonatorene3ata [IcA, Bkimtountento poista Ha TNF-o u IL-12 u
IL 23, noBene o pa3BUTHE HA [EJIEBU OMOJIOTHYHU TepanuH (Tadmuma 2).

Taoaunma 2. BMAPJI u ocHOBHUTE IaTOreHETHYHH MEXaHU3MU, KOUTO ITOBJIMSABAT

MTX anTn TNF-0 [CTLA-4 |anTr-1L23/IL17 [Anti-CD20
ATIK | makpogaru || CD163 | T-xn. uj| DCs 1 anonTo3a Ha [IMH knetku
T/B kieTku IT k. | CD3 AKTHBUpA- (| Th1/Th17 | cworHomenune T-kn./CD20
| CD4 (Thl) H€TOHa | vemopu MO3UTHUBHHU KJICTKH
| CD8 HanBHu T+ | mupkymupamu  B-xieTku;
|TH17 KJICTKH BbB BTOPUYHHUTE JIMM(POUIHH
opranu?
[{uToxuny/ 1 IL-8 | MMP-13 || 1L-12/23|| DCs 1 armonro3a Ha [IMH kitetku
Anxesuonnn || E selectin || MMP-3  [p40, Ho Hel| Th1/Th17 | cpotHOmEeHne T-ki./CD20
Monekyau | ICAM-1 LICAM-I H | Mmemopu MO3UTUBHU KJIETKH
| MMP-3 LIL-1223 [ IL- | mmpkymmpamm  B-KneTkw;
1 1L-17 12p35 BB BTOPUYHHUTE JTUMQPOUTHH
1 IL- opranu?
1/8/10
| TNFa
| MCP-1
| IFN-y
T IL-5

[Tpunoxenunero Ha BMAPJI oBnaasiBa CHMIITOMUTE W HaMaJIsiBa TBITOCPOYHATA 3a00JI€BAEMOCT.
Bwnpekn apceHana ot pa3HOOOpa3HU JIEKAPCTBEHHU MPOIYKTH U papabOTBaHETO Ha MPETMOPHKH 32
neuenue Ha [IcA, 3HauMTeNeH MPOLEHT OT OOJHUTE HE ce MoBiausABaT. [Ipu MpUIOKEHHETO Ha
TNF-uaxuburopu (Haii-uecto npuiaranoro o6uosnornuno jeuenue npu IIcA) - 30% no 40% ot
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MAaUCHTUTE Ca IIbPBUYHU HOH-PECIIOHABPHU.

TNF-uaxuéuTopu: adalimumab, etanercept, golimumab, infliximab, certolizumab pegol

Perucrpupanute 3a neuenue Ha [IcA TNF-o-unxubutopu no 2011 romuua, ca mpenBuUIIEHU B
npenopekute Ha EULAR 2012 wu BrimrouBar adalimumab, etanercept, golimumab,
certolizumab u infliximab, u ca nokazanmu edukacuoct npu IICA, MOBIHIBAHKH KAKTO KOXKHUTE
NpoMEeHH Taka M 3acerHature crtaBu. | NF-a-uHxuOGutopu 3abaBsAT/mpeaoTBpaTsIBAT
pentreHorpadckute nmpomenu. [Ipe3 2013 r. ¢ uHaUKaNKs jJedeHne Ha BUCOKOakTHBeH [ICA e
perucTpupaH u nepToau3zymao.
Edukacunocrra na adalimumab, etanercept, golimumab, certolizumab wu infliximab ¢
JEMOHCTPHpAHA B PEAMIIA TPOYIBAHHUS.
TNF-a e knrouoé yumoxun B narorenesara Ha IIcA:

v/ MHyLHpa CHHTE3 Ha IPOBB3IAINTEIHN IHTOKUHI;

v CTUMYJIMpA EKCIPEcHus Ha aIXe3MOHHHU MOJICKYJIU BbPXY MOBBPXHOCTTA HA €HIOTEIHU
U IPYTH KIIETKH,

v IOBHIIIaBa CMHTC3a Ha MATPHUKCHHU MCTAJIOIIPOTCUHA3H
v IMOTHCKAa CHMHTC3a Ha MMPOTCOITIMKAHU B CTABHUA XPYILIAI,
v CTUMYJIMpPa OCTCOKJIaCTHATa aKTUBHOCT.

Nuxubupanero 6monormyHata epekruBHOCT Ha TNF-0 moTHCKa B pa3IuyHa CTEIICH BCCKH CIUH
OT U30poeHnTe Mo-rope eHeKTH.
Jleuenne Ha [IcA ¢ TNF-unxuoduropu
Ha dapmanesTuunus nazap B bearapus ce npejiarar (ca ce npejyiaraimn):
TNF-a naxubutopu ¢ peumdypcanus 75% (MKb M07.1, M07.2, M07.3):
e Adalimumab
Etanercept
Golimumab
Infliximab
Certolizumab

Adalimumab e U310 YOBEIIKO peKOMOMHAHTHO MOHOKIIOHAJIHO aHTUTsU10. He ce pasnuuaBa
1o cTpykTypa u ¢pynkius ot yosemkus [gG1l. Cepp3sa ce cnenuduuno ¢ TNF- anda n 6mokupa
HeroBata OWONOTMYHA (YHKIIMS, KaTO BB3IPEISICTBA CBBP3BAHETO MY pPEIENTOPUTE TI0
MOBBPXHOCTTA HA KIICTKHTE.
JlekapcTBeHa opMa: MHKEKIIMOHEH Pa3TBOP B MPEBAPUTEIHO HAIThIHEHA CIIPHHIIOBKA,
cpabppxkaiia 40 mg adalimumab.
Jlo3upoBKa U Ha4uMH Ha mprioxkenue: 40 Mg c. K. BCsika BTOpa CeIMHUIIA.
KnnHanyHa edmkacHOCT: TIOKa3aH € 3a JIeYeHHe Ha akTUBHA M HampeaHana gopma Ha [IcA npu
BB3PACTHH, KOraro OTrOBOPBT KbM  MpeaxonHara, Moauuimpaiia 3a00JsIBaHETO
aHTUpPEBMAaTUYHA Tepanus, € Oui HepocrtaTbyeH. JlokaszaHo e, ue adalimumab:

e HaMaJsBa Iporpecusita Ha NMepupepHOTO CTaBHO YBpPEXKIaHE (BKJI. PEHTreHOrpadCKH)

NPY MAIUEHTH ¢ moauapTukynapeH [IcA (Cbc CUMETPHYHO aHTKHPAHE Ha CTaBUTE), U
e 10100psiBa GYHKIIMOHATHHS KaallUTeT;
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e KJIMHUYEH OTTOBOP CE MocTUra obuyaitHo 1o 12-ta cenmunia. [Ipyu BCHYKY MAlMeHTH, TIPU
KOUTO HE ce Ha0Jro1aBa CUTHU(PHMKAHTHO MOJOOPEHNE B PAMKUTE Ha ITBPBUTE 3 Mecela,
MPOABIDKABAHETO HA JICYCHUETO C aJaluMyMad TpsiOBa BHUMATEIHO J1a Ob/Ie IPEIECHEHO.

Ananumymab TpsOBa Ja ce H3MOJ3Ba 10 BpEeME€ HAa OpPEMEHHOCT, CaMO akKoO € H3PHYHO
HeoOxomumo. He ce ouakBaT edekTH BBPXY KBPMEHHTE HOBOPOJEHH / KbpMayera.
Craemosarenno Adalimumab moske 1a ce u3mossea mo BpeMe Ha KbpMEHE.

Adalimumab ce npunara 3a siedenue Ha cneauure auarunosu: M07.1, M07.2, M07.3.

Infliximab mpencraBnsiBa XxumepHo  MoOHOKIOHanTHO Monoclonal aHTUTAIO, CHIBPIKAIIO
YOBCIIKK U MUK KoMIOHEeHTH. CBBb3Ba € KaKTO C pa3TBOPMMATa Taka M C TpaHCMEMOpaHHATa
dopma Ha TNF-a, KOeTO BOIH 10 MOTHCKAHE Ha OMOIIOTHYHUTE MYy €(DEeKTH.

JlekapcrBena dopma: [TpousBexaa ce mo popMaTa Ha aMITyJIH 3a BEHO3HA HH(DY3H,
ceabpxkamm 100 mg uHpIHKCHMAO.

JIO3WpOBKAa M HAYWMH Ha OpWIOkKeHHe. 5 mg/kg Karo MHTpaBeHO3Ha MH(Y3Hs, CIEI KOETO —
JIONBIHATETHE WHPY3UH B 1032 5 mg/kg Ha 2-Ta M 6-Ta CeaMuIa Ciiea mbpBaTa HHPY3HS,
MOCJIEBAHU OT HH(Y3UH HA BCEKU 8 CEMHUIIH.

Infliximab ce npunara 3a nedenue Ha ciaeaaute nuaraosu: M07.1, M07.2, M07.3.

Etanercept e pasrBopum peneprop 3a TNF (aumep oT H3BBHKJIEThYHATAa 4YacT Ha JBa
perienitopa). B mupkynamusata komrneTeTHBHO ce cBbp3Ba ¢ TNF-o m TNF-f u BB3mpensTcTBa
CBBP3BAHETO MM KBbM PELENTOPUTE Ha KIEThUYHATA MOBBPXHOCT, U KAaTO CIEJICTBUE OJIOKHpa
MHULMUPAHETO HA BB3MAJIUTENHA KacKa/a.

JlexapcTBeHa opma: rpax BbB (hiakoHH, ChAbpKa| 25 u 50 Mg eTaHepLenT B KOMIUIEKT

ChC CIIPUHIIOBKH, C IIPEJIBAPUTEIHO HAIIBJIHEH Pa3TBOpUTEN — Boja. JlekapcTBeHaTa

OIMaKOBKa ChIbpiKa 4 (hjlakoHa eTaHepIENT U 4 CIPUHIIOBKH C Pa3TBOPUTEIL.

Jl0o3MpoBKa U HAUMH Ha MPUJIOKEHHE: MPU BB3PAaCTHU €TaHEepLENT ce Mpuiiara B 1o3a 25 mg

JIBa II'bTU CEAMUYHO. B 0TAENHN ciiydan € Bb3MOKHO Ja ce MPUJIOKHU U B J103a 50 My enuH

BT CEAMHUYHO.

Knunnyna edukacaoct: Etaneprent npu nanuentu ¢ [IcA monodpsiBa KOHTpoIa BEPXY
OosnectHara akTuBHOCT. ETanepuent 3abaBs craBHara yBpena. [Ipu nedenue ¢ eranepuent
OOJHHUTE OTUMTAT peAYyKIHs Ha OOJKaTa, OTOKA HAa CTAaBUTE M CYTPEIIHATa CKOBAHOCT, KaKTO

Y 3HAUUTENIHO OA00pEHNE B CHMIITOMHUTE Ha KOKHOTO 3a00JIsBaHe ome Ha 47" ceaqMuIa, a

npu 50% ot GosHuTe € nocturHat uHaekc PASI7S Ha TpeTu Mecell OT JIeYeHHETO.

Etanercept ce npuiara 3a nedenue Ha cineaante auaraosu: M07.1, M07.2, M07.3.

Golimumab npezacraBisiBa 4OBEIIKO MOHOKIOHATHO PEKOMOMHAHTHO AHTHUTSIIO OT Kiac [gGlk.
OOpa3yBa cTabwieH KOMIUIEKC C pa3TBOpHUMara M TpaHCMeMOpaHHaTa (opMa Ha YOBELIKHUS
TNF-0, xoeTto mpenoTBpaTsiBa CBEP3BAHETO UM KBbM PEIETITOPUTE Ha KIEThYHATA TTOBBPXHOCT.
lomumymab e ¢ BHCOK aUHUTET W HeyTpalusupall KanmauuteT 3a vosemikd TNF-o,
KOH(pOpPMAIMOHHA CTAa0MIIHOCT W BHCOKA Pa3TBOPHUMOCT, KOETO TIO3BOJISIBA Ja C€ MpHIIara
BEJHBXK Ha 4 CEIMUIIH.

JlexkapcTBeHa Qopma: MHKEKIIMOHEH pa3TBOP B MPEIBApPUTENHO HalbJIHEHa MHcaika Smartlect
ot 0,5 ml ceabpika 50 Mg ronmumymad u momorHo BeriecTBo - 20,5 mg copouron (E420).
Jlo3upoBKa 1 HauUWH Ha npuioxeHue: 3a jseyeHue Ha [IcA romumymad 50 mg ce npunara
MOJIKO’KHO BEJIHBK MECEYHO, Ha eJHa U chila aara. [lanuenTtu ¢ tenecHo terno Hax 100 kg. mpu
KOUTO cieq 3 10 4 1031 He ce TIOCTUTHE 33J0BOJIMTENICH KJIMHUYECH OTTOBOP,MOKE Ja Ce OOCHIH
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MOBHIIIABaHE HA J103aTa Ha romumyMad g0 100 mg BeAHBXK MECEYHO, KaTo Ce B3eME MPEIBHU]L
MOBUIICHUAT PUCK OT OMpPENEICHU CEpUO3HU HEXEJlaHU JIEKAPCTBEHH PEaKIMH MpH J03aTa OT
100 mg B cpaBuenwue ¢ go3ata ot 50 mg. [lpu nauuenTn 6€3 JaHHU 32 TepareBTUYEH €PEKT Cliex
3 o 4 nomrbaHUTETHU 403 OT 100 mg mpoabHKaBaHETO HA JICYCHUETO TPSOBA Ja CE MPEOICHH.
Knunnyna eukacHOCT: TeparneBTHYeH OTTOBOP Ce mocTura 3-4 — mecedHo JyieueHue (cnen 3-4
JI03H1) — IPHU JIUIICA Ha TaKbB B IOCOYEHUS TIEPUO/I JICUEHUETO TPSAOBaA /1a ce MPEOLCHH, MM Ja Ce
noBuin jo3ata Ha 100 mg Beaubxk MeceuHo. Ilo-Bucokara go3a MOXE Aa ce Mpuiara u Ipu
narrentd ¢ terio Hax 100 Kg (puckbT oT onpenenenn cepro3nu HJIP e mo-BHCOK MpH 103a OT
100 mg B cpaBHeHue ¢ go3ata oT 50 mg). He ce mHkekTHpa ABOHHA /1032, 32 KOMIICHCAIIUS Ha
nponycHara jgo3a. Ha 4™ ceqMuna ot JleueHUETO ChC ToIUMyMab OOMHHTE ce  TOA00psBaT
(Opoii oTOYHM u OONE3HEHW CTaBH, MAKTHWIHT W CHTE3UT, HOKHTHH IPOMEHU U KOXXHO
aHTa)XUpaHe), pecll. € Hajauie noJo0peHre Ha KayecTBOTO Ha JKMBOT U MO-A00pa
paborocmniocobHocT. [IprnokeHnero Ha roaumymald HamalsiBa MpOTpecHsTa Ha CTPYKTypHaTa
yBpena.

Golimumab ce npwtara 3a nedenune Ha ciieqaute quaraozu: M07.1, M07.2, M07.3.

Certolizumab e pexomOunanten, xymanusupan Fab' antutsuio ¢parment cpemy TNF-o (He
chabpka Fc-yuacthbk), ekcmpecupan B Escherichia coli u  koHiorupan-cBbp3aH ¢
noymerwieHrmkon (PEG). Ilermnmupanero 3a6aBsi pasrpaxkaaHeTo Ha mnepryiauzymad. Cebp3Ba
pastBopumMus TNF-a.

JlexapcTBeHa opMa: peIBapUTEIIHO HaIlbIHEHA cripuHIioBKa (200 mg neproimsymad meron/1
MJT) 32 €JHOKPATHO MOKOXHO MPHUIIOKEHUE.

Jl03MpOBKa ¥ HAYMH HA MPUJIOKEHHE: TpenopbuBaHara 1o3a npu Bs3pactau 400 mg /aueBHO (2
umKekTupanus) Ha ceamuna 0™, 27" u 4™ u cnen ToBa equokparHo mo 200 Mg (moabpIKaa
703a) Ha BcekW 2 ceamuiy. He ce mpemoppyBa crnmpane Ha chIbTcTBamiaTa tepanus ¢ MTX
(mpu BB3MOXKHOCT). MTX ce mpemopbuBa Mpu BCAKO OWMONOTUYHO cpenacTBo. llamuenture
MPOITYCHATTM J103a TPsOBa Ja S WHXKEKTHpAT BeaHAra clieJ Karo CH CIIOMHST W Ja TPOJbIDKAT
MpPUJIaTaHeTo Ha 2 CEeIMUIM OT HOBATa JaTa.

Knunnyna eduKacHOCT: KIMHUYHOTO MOI00peHNe OOMKHOBEHHO CE€ MOCTUIa B paMKuTE Ha 12-
CeIMUYHO JieueHue. JleueHnero ¢ uepronuzymad MHXUOUpa peHTreHorpadckara U KIMHUYHATA
MPOTPECHS.

[MepcriekTuBHO chOUpaHuTe AaHHK OT Hax 500 OpemeHHocTH, ¢ excrosuims Ha Certolizumab
pegol, ¢ u3BecTeH M3X0 Ha OpeMEHHOCTTa, BKIroUBaiy Hag 400 OpPeMEHHOCTH, ¢ €KCIO3HIIUS
npe3 MbpBUS TPUMECTHP, HEe TOKa3BaT MajidopmatuBeH edekt Ha Certolizumab pegol. Benpeku
TOBa, HAJUYHUAT KIMHUYEH OMUT € MPEKaJeHO OrpPaHHYEH, 3a Ja C€ 3aKJIIYH, C pa3yMHa
CHTYPHOCT, Y€ HsIMa yBEJIWYeH PUCK, CBbp3aH ¢ mpuiaraneto Ha Certolizumab pegol mo Bpeme
Ha 6pemennoct. Certolizumab pegol Tps6Ba a ce u3mnos3Ba Mo BpeMe Ha OPEMEHHOCT CaMO TMPH
kmuHUYHa ~ HeoOxoaumocT. CRIB  mpoyuBaHe — MPOCHEKTUBHO, MOCTMapKETHHTOBO,
(hapMaKOKMHETUYHO MPOYYBAHE C JU3aiH 3a TOYHA OIICHKAa HAa HUBOTO Ha IUIAIleHTEH TpaHdep
Ha CZP ot maiikute kbM nenara. CZP e nmokaszain Jumncsai 10 MUHAMAJEH TUalleHTapeH Tpancdep
(<0.1%). Cimzia mMoke &na ce mpujara nNpu KbpPMEHE, a TI0 BpeMe Ha OpPEeMEHHOCT caMmoO MpH
KIIMHUYHA HE0OXO0TUMOCT.

Certolizumab pegol ce mpwtara 3a nedenne Ha cieqaute quaraosu: M07.1, M07.2, M07.3.

Buonogo0um nexkapcTBeHn NPOAYKTH, chAbp:kamMm infliximab.
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CwraacHo m3uckBanuara Ha EMA 61onono0HUTE JIeKapCTBEHN MPOAYKTH CJIEBA /1a IPEACTABAT
JaHHU OT KJIMHUYHM M3MOUTBAHUS B 2 OCHOBHM MHJAMKALIMM, BH3 OCHOBA Ha YHSITO
JIOKa3aTEJIICTBEHOCT C€ IpaBU eKCTpamojalus 3a OCTAaHAJUTE II0Ka3aHMs, BaJUJHU 3a
pedepenTHUS IeKapcTBeH MpoAyKT. Omo0penu ca aBe ocHoBHM uHAMKauu PA u AC (mpoydena
€ B KJIMHUYHYU U3IUTBAHU), U ca pETUCTPUPAHU U 3a JiedeHue Ha [IcA.

Hutepaeskun (1L)-12/23 naxuéuropu

IL-12 un IL-23 ca xeTepoauMMEpHU LUTOKHUHH, CEKPETUPAHU OT AaKTUBHUPAHU AHTUIEH-
IPEJCTaBAIIM KJIETKU, HAIPUMEp Makpodaru 1 JeHIApUTHHU KiIeTkU. W n1BaTa IMTOKMHA ydacTBar
B UMyHHH Tporiecd. IL-23 e KI04OB IMTOKMH B mpoueca Ha akTuBupane Ha Thl7 xietku u
npou3BoAcTBOTO Ha IL-17 w apyrum mpo-Bb3nanuTeNIHM HUTOKWMHU, a [L-12 - crumymupa
kietkute ectectBeHu youitm (NK) m nmpenusBuksa mudepennuanusita Ha CD4 + T kietkure
kbM T 1 xenmepen (Thl) ¢enorum, T. €. u B Thl-Menuupanus Bb3MaauTeICH MbT.

AbnopmHuaTa perynanus Ha IL-12 u IL-23 ce cBbp3Ba ¢ MMyHHOMEIMHpAHH OOJECTH KaTo
IICOPHA3HC U IICOPUATHYEH apTPUT.

Ustekinumab ¢ wusmsio uosemko 1gG1lx MOHOKIOHAMHO aHTUTsLIO cpemry 1L-12/23,
MIPOM3BE/ICHO B MHEJIOMHA KJIEThYHA JIMHWS HA MUIIKH C roMmolnTa Ha pekomOuHantHa JIHK
texHonorus. CBbp3Ba crenupuyHo obmara nporenHosa cydeannuna p40 na yosemku IL-12 u
IL-23, npenotBpatsiBa cBbp3BaHero Ha P40 ¢ IL-12RB1 penentopHust IpOTEHH, pa3MoIOKEeH Ha
MOBBPXHOCTTA HA UMYHHHUTE KJIETKH, HO HE TIOBJIMsABA Be4ye CBbp3aHuUTe ¢ perenropa cu 1L-12/23,
T.€. MAJIKO BEPOSITHO € YCTEKMHYyMad Jla ydYacTBa B KOMIUIEMEHT- WJIM aHTUTSIIO-MEIUUpaHaTa
IUTOTOKCUYHOCT. YCTeKMHyMald oka3Ba cBouTe KiuHU4YHU edextu mpu Ilc u ITIcA upes
npekbeBaHe Ha mpTuiara Ha Thl- u Thl7-acouunpanuTe IUTOKMHYU (OCHOBHHM 3a Pa3BUTHETO HA
Te3u JBe OoecTn).

JlekapctBena dopma: Ustekinumab 45 mg uHXeKIIMOHEH pa3TBOP B MPEIBAPUTEIHO HAIIBIHCHA
CIpPUHIIOBKA. Pa3TBOPBT € OUCTBp 10 JIEKO OmalieCleHTeH, Oe3lBeTeH M0 Onemnoxbar. Ja ce
cexpansBa B xuagmwiHuk (2°C — 8°C). Jla He ce 3ampassBa. [IpenBapuTelHO HambIHEHATa
CIPUHIIOBKA C€ ChXpaHsABa B KapTOHEHATa OMAaKOBKa, 3a Ja Ce€ MPEANa3u OT CBETIHHA. AKO €
HE0OX0IMMO, OTICITHUTE MPEABAPUTEITHO HAITBIHCHN CIIPUHIIOBKU MOXE Ja C€ ChXPaHsABAT MPHU
ctaitna temmeparypa no 30°C. IlompoOHM MHCTPYKIIMH ca TpPEJOCTaBeHW B JIMCTOBKAaTa 3a
TaIueHTa.

Jlo3UpoBKa M HAYWH Ha mpuiokeHue: [IpemopbuBanata qo3upoBka Ha Ustekinumab e nauanna
no3a oT 45 MQ, IpuiIokKeHa MOIKOXKHO, TOCeBaHa OT /103a OT 45 My 4 ceaMuIU MO-KbCHO U
Clie/l TOBa Ha BCeKHM 12 ceamuIiid. ANTepHATHBHO, TPU MAIMEHTH ¢ TeiecHo Tersio > 100 Kg,
Moxe 1a ce u3nonsBar 90 mg. Ilpu marnueHTH, KOUTO HE ca C€ MOBIUSIN OT JICUEHUETO J0 28
cenMuIy TpsiOBa a ce 0OMUCTU MPEyCTaHOBSIBaHE HA JICYCHHUETO.

Knuanyna edukacHoct: Jlokazano e, ge UstekKinumab mogoOpsiBa mpu3HAIKUTE W CHMITTOMHMTE,
(DU3HYECKOTO CHCTOSIHUE U CBHP3aHOTO ChC 3/IPABETO KAYECTBO HA JKMBOT U HAMallsiBa CTETICHTA
Ha TIpOorpecHs Ha MepruepHOTO CTAaBHO YBPEKIAHE IMPU BH3PACTHU MAIUCHTH C aKTHBEH PSA
[punoskeHUe B CTICIUAIHU TPYIIH:

Crapuecka Bb3pacT (= 65 ronunu) He e HeoOXoAuMMO KOpUTHpaHe Ha J103aTa IMpH MAlMeHTH B
CTapyecka Bb3pacT.

brOpeuno u uepHOnpoOHO yBpexmane Ustekinumab we e mpoy4uBan mpu Te3u momyiaanuu
narueHTH. He Morat n1a ce HarpaBsT IpenopbKy 3a JO3UpPaHe.
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Ustekinumab ce mpunara 3a nedenue Ha cieanute quarnosu: M07.1, M07.2, M07.3.
WnrepneskuH (IL)-17A uaxuburopu

Secukinumab ¢ pekOMOMHAHTHO M3ILSIO YOBCIIKO MOHOKJIOHAIHO aHTUTsUI0 oT kKiac 1gGl/k,
HACOYEHO CENIEKTUBHO KbM HHTepieBKUH-17A. [lomyyeH € OT KJIETKM OT AWYHHK Ha KUTAlCKU
xamcrep (CHO). Cexykunymab neiictBa kato ce cBbp3Ba ¢ IL-17A u ro Heyrpammsupa,
MHXUOMpaiku B3aumoiericTBueTo My ¢ IL-17 pernentopa, KOWTO ce eKCIpecupa BbpXY pasIndHu
BHUJIOBE KJIECTKH. B pe3yiarar Ha ToBa CEKyKMHYMad TWOJTHCKAa OCBOOOXIAaBaHETO Ha
MpOUH(IIAMATOPHH ITUTOKMHHU, XeMOKHMHHM U MEIMATOPU Ha ThKaHHA yBpena v HamaisBa |L-17A-
MEMHUPAHOTO 3B€HO B Pa3BUTHUETO HA ABTOMMYHHHUTE W BB3MATUTEITHUTE 3a00JIIBaHUSI.
JlekapctBena dopma: Secukinumab e mox hopmara Ha MHKEKIIHOHEH Pa3TBOP B MPEABAPUTEIIHO
HambiHeHa mucanka (SensoReady mwmcanka). Beska mpeaBapuTeHO HambJIHEHA IMHCAIKa
ceabpxka 150 mg cekykunymab (secukinumab)* B 1 ml.
Secukinumab, camocrosTenno uin B komOuHanus ¢ MTX, e mokasad 3a Jie4eHHE Ha aKTUBEH
TICOpUATHYEH apTPUT MIPU BB3PACTHU MAIUEHTH, IIPU KOUTO IpemiecTBamiara tepanus ¢ BMAPJI
e Ouia HeaJleKBaTHA.
Jlo3upoBKka ¥ HaynH Ha npuioxenue: Ilpu manmentu ¢ IIcA ¢ ymepeH OO0 TEXBK IUIaKaTeH
IICOPHUA3UC WM TE€3U, KOUTO HE Ca CE€ MOBJIMIIN aIeKBaTHO OT npoBeneHara anTu-1TNFo tepamnus,
npenoprunTenHara ao3a € 300 mg, moa ¢Gopmara Ha MOJKOKHA MHXKEKLUS, KATO MMbPBOHAYAIIHO
ce mpuiara Hacumama go3a Ha ceamuna 0, 1, 2, 3 u 4, a BIOCIEICTBUE KAaTO €XKEMECEUHA
nojabprkaia no3a. Beska noza or 300 mg ce mpuiiara KaTo JABE MOJAKOXKHUA MHKEKIHMH oT 150
mg.
[Ipu ocrananurte manyMeHTH MpenopbUYUTeNHaTa 103a € 150 Mg, npuiiokeHa KaTo MbPBOHAYAIIHO
ce mpwijara Hacumiama go3a Ha cenmuna 0, 1, 2, 3 u 4, a BHoclencTBHE KAaTo €XKeMecedHa
MoAIbpaKalia 103a. B3 ocHOBa Ha KIIMHUYHUS OTTOBOP J103aTa MOXKe Ja ce moButu 10 300 mg.
Knunnyna edukachocrt: Jleuenuero cbe Secukinumab Boau 1o:

e 3HAUMMO MOJOOpPEeHHEe Ha MoKa3aTeNuTe 3a aKTUBHOCT Ha 3a00JISIBAHETO CIPSIMO TUIaredo

Ha ceagmua 24.

e 3amoyBa Jia JICHCTBA HA CeIMUIIA 2.

e craructuyecku 3HaunMa paznuka B ACR 20 cnpsimo tutarie0o ce moctura Ha ceaMuiia 3.

e uHXxHOUpa peHTreHorpadckara nporpecusita Ha CTPYKTYpPHHUTE YBpEXAaHUS 10 2-Ta

TOJINHA,

e mnoa00psBa ¢puznyeckaTa QyHKIUS HA TAIIUEHTUTE

® 3HAYMMO MOIOOPSBA CBBP3AHOTO CHC 3JJPABETO KAUECTBO HA JKUBOT

® BOJM JI0 OOpaTHO pa3BUTHE HA JAKTHIINTA H CHETE3UTA
KakTo npu marnueHTrTe, Ipu KOUTO HE € MpoBexaaHa anTh-TNFo Teparnus, Taka ¥ TalMeHTUTE C
HE3a/I0BOJIMTENIeH OTroBOp KbM aHTU- I NFo Tepanus, nekyBanu cbe Secukinumab ce HaOmronaBa
3HAYUTEITHO TI0-BUCOK JISUT HA IMOCTHTHAT TEPAleBTUYCH OTroBop oreHeH ¢ kpurepuure ACR 20
cpsMo Tutanedo Ha cenMuIia 24, KaTo MpH HenpoBexkaanuTe antu- 1 NFa Tepanus ce HaOmonaBa
MAaJIKO TT0-BHCOK TIPOIICHT Ha MIOCTHTHAT TEPAITEBTUYCH OTTOBOP.
Secukinumab mpeBb3xoska mamnebo Ha cenMuna 16 pu Mcopra3rc Ha HOKTUTE. Y CTAHOBEHO €
3HAYUTEIIHO TOJOOPEHHE CHPSIMO HW3XOJHOTO HWBO B MHjAEKca, OICHSBAI TEXKECTTa Ha
ncopuasuca o Hokture - Nail Psoriasis Severity Index (NAPSI %) npu naumeHTr ¢ ymepeH 1o
TEeXKbK IJIAKATEH McopHa3uc cbe 3acsiraHe Ha HOKTUTe. MAXIMISE e mbpBOTO paHAOMU3HPAHO
KIMHUYHO W3MUTBaHE, OLEHsBAII0 edekTa Ha OMONOTWYHO JeueHue npu manueHTH ¢ [IcA u
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akcuanHo 3acsarane. Secukinumab 300 u 150 mg ocurypsiBa 66p3 u 3HaunM ASAS20 oTroBop Ha
ceamuna 12 crpsmo miaie6o.

Ynorpeba npu cnenmanHu nonyiaruu: Jiuncear GapMakOKUHETUYHH JaHHHU TMPH MAUEHTH C
OBOPEYHO MM YEPHOAPOOHO YBPEKIAHE

NMyHOTeHHOCT: B KIMHMYHUTE W3NUTBAHUS TPH TICOPHA3KC, IICOPUATHYEH AapTPUT U
AQHKWUJIO3UpAIll CIIOHIMWIUT, TO-MaJKo OoT 1% ot OomHuTe jekyBanu ¢ Secukinumab oGpasyBat
aHTHUTEJA KbM CEKYKUHYMad B paMKUTE HA 52-CeIMUYHHS TIEPHOJ] HA JICUCHHE.

Heo0OxonumMo e MOBHMINIEHO BHMMaHHWE INpU Ha3HayaBaHe Ha Secukinumab npu mnarmentn c
XPOHUYHHU M PELUAUBUPALIA HHPEKIIMH, TAIMCHTH C YYBCTBUTEITHOCT KbM JIATEKC
[IpoTHBONIOKA3aHUS:

BpemeHocT, kbpMeHe, aKTHBHA TYOEpKylio3a, PEaklMd Ha CBPBXUYBCTBUTEIHOCT, 00OCTpEHA
XpOHWYHA HH(DEKIus,

[Ipu Oomnu ¢ gareHTHa TyOepKyno3a TpsOBa J1a ce OOMHCIM TPOBEXKIAHETO Ha
MPOTHBOTYOEPKYJIO3HA TEPAITHsI IPE/IM 3a0YBaHe Ha JieueHueTo cbe Secukinumab.

Secukinumab ce mpuara 3a seuenue Ha cinenaute auarsosu: M07.1, M07.2, M07.3.

Ixekizumab, IgG4 MOHOKIIOHAIHO aHTHUTSLIO, TOKA3aH 3a JICYCHUE Ha YMEPEHO TEIKBK JI0 THIKBK
IUTAKaTe€H IICOPHA3UC NpU BB3PACTHH, KOUTO ca MOAXOJAIIM 3a CHUCTEMHA Tepamusl.
Camocrosarenno wim B komOuHanus ¢ MTX, e moka3aH 3a JeyeHHe Ha aKTUBEH NCOpPHATHYCH
apTPUT IIPU BB3PACTHHU MAIMEHTH, KOUTO CE MOBJIUABAT HEAOCTATHYHO WM UMAT HEHOHOCUMOCT
KbM €JIHa WIHM TOBeYe Tepanuu ¢ Moauduimpamy OojecTTa aHTHUPEBMATOMIHH JIEKapCTBA
(DMARD).

[lo3upoBka: [Ipenoppuntennara go3a Mpu IUlakaTteH rncopuasuc € 160 mg karo moakoxHa
umxekus (ase nmxkekuuu no 80 mg) Ha ceamuia 0, mocienBana ot 80 mg (eqHa MHXKEKIIHS) Ha
ceamuna 2, 4, 6, 8, 10 u 12, cnex xoeto moaapprkamia go3a 80 mg (eaHa HHXEKIIUS ) Ha BCSKA 4-
Ta ceamuua. [Ipu ncopmatudeH apTpuT, IpenopbpuuTenHaTa no3a € 160 mg kaTo NMOAKOKHA
nHxekuus (e nuxkekuuu no 80 mg) Ha ceamuia 0, nocnensana ot 80 mg (eHA MHXKEKIIHS) Ha
BCsKa 4-Ta ceMuLa Clie]] TOBa. 3a MAalMEHTUTE C ICOPUATUYEH apTPUT U CHIIBTCTBAIL YMEPEHO
TEXbK JI0 TEKBK IJIAKaTEH MCOpUAa3HC MPENopbUUTEIHATAa CXEMA Ha MIPUJIaraHe € ChIaTa KaKTo
3a IJIAKaTEH IICOPHUA3HC.

Pentrenorpadckara nporpecus Ha yBpeKIaHETO Ha CTaBUTE CE MOTHCKA OT MKCekuzymad Ha
24-ta ceAMHMLIA U MPOLIEHTHT HA MALUEHTUTE O0€3 peHTreHorpadcka mporpecust Ha yBpexkIaHETO
Ha cTaBUTE (OMPEIEIIEHO KaTo MpoMsiHa oT u3xoHoTo HUBO B mMTSS <0,5) oT pannomuzanusra
no 24-tara cenmuna e 94,8% 3a nexkyBaHuTe ¢ MKceknmsymadb — Q2W (p<0,001), 89,0% 3a
nekyBaHuTe ¢ ukceknmzymad Q4W (p=0,026), 95,8% 3a nexyBanute ¢ aganumymad (p<0,001),
BCHUKH cpaBHEeHH ¢ 77,4% 3a mnonydaBanure mianebo. IlpoueHTsT Ha mnauueHTuTe 0€3
peHTreHorpagcka Mmporpecus Ha YBPEXKIAHETO Ha CTaBUTE OT paHAOMU3alusITa 10 S52-Ta
cenmuiia e 90,9% 3a mnanebo/ukceknzymad Q4W, 85,6% 3a ukceknmzymad Q4W/ukcexknzymao
Q4W u 89,4% 3a amanumymab/ukceknzymad Q4W.

Nkcexknzymab npeBb3xoxaa ADA 1o oTHolleHre Ha bpBUYHATa 1ien Ha u3nutBanero (SPIRIT-
H2H): ennoBpemenno mnocturane Ha ACR 50 u PASI 100 ortroBop Ha cenmuua 24.
Nkcexnzymab nmokassa cbiio Taka HemHpepropHocT kbM ADA nmo ACR 50 u npeBb3X0aCTBO 1O
PASI 100 na cenmuna 24, KOUTO ca OCHOBHUTE BTOPHUYHM KpaHW TOYKM B W3MHMTBAHETO. -
(Bxmroueno B KXII).
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JleyeHneTo ¢ WKCEKM3yMad HamaliiBa €pUTEMa, YIUTBTHSABAHETO W JECKBAMaIUATa, KOUTO
MPUCHCTBAT B JIC3UUTE HA TJIAKATEH MICOPHUA3HC.
[Ipunara ce 3a iedenue Ha ciaeguute nuarnosu: M07.1, M07.2, M07.3.

HurepaeBkun (IL)-23 nuuxudouTopn

Guselkumab ¢ u3isuto yoBernku umynoro00ymua G1 gam6aa (IgG1L) MOHOKIIOHATHO aHTUTSIIO
(mAb) kpM mportenHa untepiaeBkuH (IL)-23, momydeHo B KJIETKM OT SIMUHUIM HA KUTAWCKU
xamctep (CHO) upes pekomOunantaa JJHK texnomnorusi.

Guselkumab npuoxen camocTosTeHO Wi B KomOuHarus ¢ merotpekcat (MTX), e moka3zan 3a
JIeUeHHE HAa aKTUBEH IICOPUATHUEH apTPUT NPH Bb3PACTHHU NALlUEHTH, KOUTO HE ca C€ MOBIIUAIH
JOCTaTh4YCHO WJIM Ca MPOSIBIIIM HEMTOHOCHUMOCT KBbM MPEIIECTBAIA TEPANUs ¢ MOAU(PHUINPALIO
oonectra antupeBmaruuno JjekapctBo (DMARD). Guselkumab ¢ mokasan 3a jedenue Ha
YMEpEeH 10 TEXBK ICOPHA3UC C IJIAKH MPHU BB3PACTHH, KOUTO Ca MOIXOISIIN 332 CHCTEMHA
Tepamnus.

Guselkumab ce cBBbp3Ba cenektuBHO ¢ nporenHa wuHTepiieBkuH 23 (IL-23) ¢ Bucoka
cnenuduynoct u apuauteT. Guselkumab naxubupa 6moaktruBHOCTTAa Ha IL-23 upe3 OGmokupaHe
Ha B3aumojeicTBueTo ¢ peuenrtopa IL-23 Ha kieThbuHaTa MOBBPXHOCT, KaTO TaKa IPEKbCBa
CUTHQJIM3UPAHETO, AaKTUBUPAHETO M KacKajaTa Ha LMTOKUHMTE, Meauupanu ot [L-23.
Guselkumab oka3Ba kIMHHYHH €(PEKTH BBPXY IUIAKOBHS NCOPUA3UC U TICOPHATHYHHS APTPUT
MOCPEICTBOM OJIOKMpaHE Ha ITbTS Ha NUTOKKMHA [L-23.

JlekapctBena dopma: Guselkumab e mox ¢popmarta Ha MHKEKIIMOHEH Pa3TBOP B MPEIBAPUTEIHO
HaIbJIHEHA IHUCAJIKa C €IUHUYHA J103a. Beska npenBapuTeHO HallbIHEHA MUcanka chabpxka 100
mg Guselkumab B 1 ml pa3tsop.

JloszupoBka: [Ipenoppunrtennara no3a Ha Guselkumab e 100 mg, mpuioxkeHa 4pe3 MOIKOKHA
umkekius Ha Cenmunm 0 u 4, mocieaBaHO OT MOJIbpPIKaIa /1032 Ha BCeku 8 ceamui. [lpu
NAIMEeHTH C BUCOK PUCK OT YBPEXXJaHE Ha CTABUTE CIIOpe] KIMHUYHATA MpPELEeHKa MOXe Jia ce
oObmucnu mpuiarane Ha no3a 100 mg Ha Bceku 4 cemmuuu. TpsiOBa ga ce oOMHUCTH
[IPEYCTAHOBSIBAHE HA JICUEHUETO MPH MALMEHTH, KOUTO HE ca ce MOBIUSIN ciell 24 ceqMHUIM Ha
JICUeHHE.

Knunnyna eukacHocCT:

Guselkumab moka3a momoOpeHHe Ha TPU3HALUTE U CUMITOMHUTE, (U3MUecKarta QYHKIUS H
CBBP3aHOTO ChC 3JPABETO KAueCTBO HAa KMBOT M HaMajsiBa CKOPOCTTa Ha IpOTpecupaHe Ha
nepruepHATE CTAaBHU YBPEKIaHUS TIPU BB3PACTHU NAIIMEHTH C aKTHBEH PSA.

Jleuennero ¢ Guselkumab Bomu 1m0 3HauMMu TOAOOpEHHs B TOKa3aTenuTe 3a OOJIECTHA
aKTUBHOCT B cpaBHEHHeE ¢ 1ianebo Ha Ceamuna 24.

Wma mo-ronsim mpoueHT Ha mnanueHtuTe ¢ orroBop ACR 20 B rpynure na Guselkumab B
cpaBHeHHe ¢ manebo ome Ha Ceamuia 4 ¥ pazarKaTa B JISYCHHETO MPOABIDKABA Ja HapacTBa ¢
TeueHue Ha BpemeTo 10 Ceamuna 24.

OtroBopurte, HaOJIrOIaBaHU B rpynuTe Ha jedenue ¢ Guselkumab, ca cxomnu, HE3aBUCUMO OT
chIrpTCcTBaNIaTa ynorpeda Ha csDMARD, Bkmountenno MTX. B nonenHenue, npu uscieaBane
BIMSIHUETO Ha BB3pacTTa, I0Jla, pacaTa, TEIECHOTO TErJio W TpeIWIIHaTa yrmoTpeda Ha
csDMARD u npenumnara ynorpe6a Ha anTu-TNFo, He ca OTKpUTH pa3iMKH B OTTOBOpa KbM
Guselkumab cpen Te3u moarpymu.
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Guselkumab 3abaBs mporpecusta Ha CTPYKTYPHUTE YBPEXIaHUS, MU3MEPEHO C IOMOIINTA Ha
peHTreHorpadust ¥ M3pa3eHo KaTo CpeaHa MpoMsHa B oomus moaudunupan ckop mo (vdH-S)
CIPSIMO U3XOJTHOTO HUBO.

HNmynorennoct: B coopaute ananusu BB (aza Il npu nauuentu ¢ ncopuaruyeH aptpur, 2% ot
nanueHTuTe, ekyBanu ¢ Guselkumab, pa3BuBat anTuTeENa Cpelly JEKapCTBOTO B paMKHTE Ha 24
CEIMULIU OT JICYEHHUETO.

Cnennannu nonynanuu: Crapuyecka Bb3pacT (= 65 rongunu) He e HeoOXxoquMo kKopurupaHe Ha
no3ata. brOpeuno wim yepHOApoOHO yBpekmane - Guselkumab He e mpoyuBaH mpu Te3u
nonynanuu nanueHTy. [lequarpuyna nomynamus - 6e3omnacHocTTa U epukacHocTTa Ha Tremfya
IIpH JIela ¥ FOHOLIN Ha BB3pacT 1oJ 18 roauHu He ca yCcTaHOBEHHU.

Guselkumab ce npuara 3a nedenue Ha ciaeanute quaraosu: M07.1, M07.2, M07.3.

Baokana Ha T-KJIeThYHH KO-CTUMYJIATOPHH MOJIEKYJIH
Abatacept e T-xieTbueH Moayaatop. biokupa He0OXOAMMOTO 32 akTUBHpaHeTo Ha T KiIeTKH

CD28-CD2 curnanusupane, KaTo Hamoj00sBa IMMTOTOKCHYHHS T-THMMQOIMT-aCOITMUPAHUS
anturen — IgG1 (CTLAA4Ig).

B-amumdonnTHa abaamus: Rituximab
Purykcrmab moka3sa CKPOMHO ITOBJIMSIBAHE HA CTABHUTE CUMIITOMH M MUHHUMAJICH €(EKT BBPXY

KOKHUTE nposiBU. He e peructpupan ¢ Tasu MHAMKALUSA 32 IPUIOKECHHE.

Nuxuéutopu Ha IL-6

IL-6 e mpoBB3MaNMTENICH NIUTOKHH, C IOBHIICHA KOHIICHTpAIMs B THKAHUTE C XPOHHUYCH
BB3MAJUTENEH MPOIIEC, BKIIOYUTETHO KOXKHHUTE JIe3UH M cUHOBHanHaTa ThkaH npu [lc u I[cA.

[Ipu nmpunoxenue Ha TonuaM3ymad npu 6oiHu ¢ IICA, — B HiKouU ciiyyau € Hajiaule epUKacHOCT,
a B Ipyru — He. He e peructpupan ¢ Ta3u MHIMKALUA 38 IPUIOKEHHUE.

Yacr BTOpa
CUCTEMHMUA 3ABOJISIBAHUA
HA CBEAMHUTEJIHATA TbKAH

CUCTEMEH JIYIIYC EPUTEMATO3YC (mo MKB kox M32)

. Jepunnuus u odomu xapakrepuctuku: Cucremuusar jynyc epuremartodyc (CJIE) e xponudna,
MyJTHCHCTEMHA aBTOMMYHHa OOJeCT C HEHW3BECTHAa ETHOJIOTHS. XapakTepuszupa ce C Haludhe Ha
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ABTOAHTUTEIA CPCIlYy HYKJICAPHU AHTUICHU U OTJIaraHusd Ha MUMYHHHW KOMIUIEKCH B pas3jIMdHU OpTraHU,
KOUTO NpPCAN3BUKAT pa3JIMYHU OPraHHU KIIMHUYHU CHUMIITOMMU. HpeﬂCTaBHﬂBa Hal-Ba)XHOTO U OCHOBHO

CHCTEMHO 3a00JIsIBaHE Ha CheOUHHUTEIHATa ThKaH. 110 ChIIECTBO CHCTEMHHUSAT JYIIyC €pUTEMAaTo3yC

BKJIFOYBA MHOXKECTBO JIYIYCHH CHHIPOMH, BCEKH BT PA3jMYHU W Pa3HOOOpa3HH OTKHM HMYHHHU
(heHOMEHU.

Ornenkara Ha OosreH cbe CJIE BKIITOUBA ClIEIHUTE IIET MOMEHTA:

1.

[locraBsiHe Ha TMarHo3a — IMarHo3ara ce MOCTaBs Bb3 OCHOBA KJIAaCH()UKATMOHHUTE KPUTEPUH HA
American College of Rheumatology (ACR), 1982 rox., momuduipanu mpe3 1997 roauna.
2.0meHKa Ha CTETEHTa M BHAA Ha 3acsiraHe Ha Pa3IMYHUTE OPTraHd M CHUCTEMH — CTaJHpaHe Ha
Oonecrra.

3.0ueHka Ha aKTHBHOCTTAa — CB3/IaJACHH Ca PA3IMYHM HHAEKCH 3a aKTUBHOCT, KaTo Hai-
pa3npoCcTpaHeH M JOCTHIICH 33 NPUIIOKEHUE B KIIMHUYHATa TpakTuka e T.Hap. SLEDAI (Systemic
Lupus Erythematosus Disease Activity Index).

[Ipenienka Ha BeposATHATa MPOTHO3a Ha OOJECTTa M TEKECTTa W — M3IOI3BAT CE MPOTHOCTHYHU
TaOJINIIH.

N360p Ha Tepanwsl.

CucreMHusT JYIyC €pureMaTo3ycC 3acsara npeamMHO MJIaIM KEHHU (CT)OTHOHICHI/ICTO KCHUMBXKE €

9:1) mexmy 15 u 55 roguau. [Ipensu MHOTO0Opa3nueTo HA KIMHUYHATA CHUMIITOMATHKA 32 TTOCTABSHE Ha
nuarHozata CJIE TpsibBa na wma mposiBeHu moHe 4 ot 11 kpurepum, nepunupann ot ACR,

npencraBeHu Ha Tabmmma 1.

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

1. “TlenepynooOpasen epurem”

2. JIMCKOMIHU JI€3UH

3. ®OTOYYBCTBUTEITHOCT

4. Yimepanuu B ycTHaTa KyXuHa

5. Heepo3uBeH apTpuT/ApTpairuu

6. Ceposuru
" [IIEBUT W/HWINA
" [epUKAPIUT

7. Heppur
*  mepcuctHpaiia nporennypus > 0.59/1/24 h
" WIMHIPYPUS — KICTHYHHU W/WITN EPUTPOLIUTHA

8. HeBponynyc
= emmienupOpMEHHN MPUTIAIbIN
=  [cuxos3a

9. KpbBHa ThKaH
= XemonutnuHa anemus < 8.59% Hb
= Jlesxonenus < 3000mm®
= Jlumdonenus < 1500mm?
=  TpombGoruronenus < 100 000mm?®

10. IMyHONMOTHYHY OTKJIOHCHUS
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= antu-0sDNA
= aHTH- SM
= aHTU(OCHOIMITUIHN aHTUTEIIA

11. AHTHHYKJIEapHU aHTUTENA

ACR — American College of Rheumathology

ITpe3 2012 roxa. ca ce3ganenu 1.Hap. SLICC xpurepun 3a CJIE (Systemic Lupus International
Collaborating Clinics), xouTo BKIOYBAT [ABE TPYIH KPUTEPHH, CHOTBETHO: KIMHHYHH U
UMYHOJIOTHYHH KPUTEPHH.

Ta6auna 2. SLICC kpurepun (Systemic Lupus International Collaborating Clinics), 2012 roa.

KauHuyHu kputepuun

1.

arwDd

o

9.

Octep/IlogocThp KOXKEH JIYITyC
XPpOHHUEH KOKEH JTYITyC
VYiepayy B HOCHA W/WIIK YCTHA KyXHHA
Asonenus
CuHOBUT > 2 cTaBU WK O0JIKa B > 2 CTaBH, IPUIPYKEHA ChC CYTpemTHa CKOBaHOCT > 30
MUHYTH.
Ceposut
brOpeuno anraxupane
a. mpoTteuHypus > 500mg/24h
b. epuTporMTHE HHITHHIPH
Hesponoruunu nposiu
a. TICHX031, MHOXKECTBEH MOHOHEBPHUT, MHUEIINT, TIeprU(epHa WIN KpaHHATHA
HEBPOTIATHSA, OCTHP NEPHOA Ha OOBPKBAHE. ..
XeMONUTHYHA aHEMHUS

10. Jlesxomenwus < 4000/mma3 mone Beaubx wid auMdornerus < 1000/mm3 moHe BeaHbK
11. TpomGormronenust < 100 000/mm3 moHe BeAHBK.

HMMyHONOTHYHM KpUTEpHH

1.
2.

ANA - croiiHocT Hax pedepeHTHATa TpaHHUIIa 32 ChOTBEHATA JJabopaTopusl.
Anti-dsDNA At - croiiHoct Han pedepentHara rpanuia; npu ELISA wmerom 2x Han
pedepaHTHaTa TpaHHMIIA.
Anti-Sm?
AHnTHDOCHOMTTUIHN AT — HIKOHU OT CJICAHHTE:
a. LAC
b. danmmso nonoxurenen RPR Tect
c. ACL (IgG, IgM, IgA)T B ymMepeH UiH BUCOK THTBD
d. Anti-b2 glycoproteint (IgG, IgM, IgA)
Huchk KOMILIEMEHT
a. Hucek C3
b. uucek C4
c. Hucwvk CH50
IMonoxutenen qupekteH tect Ha COombs, 6e3 ycTaHOBeHa XEMOIUTHYHA AaHEMHUSL.
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ANA — antinuclear antibodies — anmunyxareapnu anmumena; anti-dsDNA — anti-double stranded DNA antibodies —
anmumena cpewy OJeotno-eepudxcna JHK, LAC — lupus anticoagulant; ACL — anticardiolipi antibodies —
anmuxapouonununosu anmumena; RPR — rapid plasma reagin — ckpununzos mecm 3a cugpunuc

HeoOxomumu ca Haii-manko 4 KpuTepus, cpel KOUTO NoHe 1 kiaMHMYeH M mone 1
HMYHOJIOTHYeH KpUTepHii.

*JlymmyceH HeQpUT KaTo CaMOCTOSTENCH KIWHUYEH KPUTEPUH TpU TO3UTUBUpPAHE Ha
aHTUHYKJIeapHU aHTuTena win aHTu-dSDNA AT e jmoctaThyHO 3a MOCTaBsIHE Ha JUAarHo3aTta
CHCTEMEH JIyIIyC epUTeMaTo3yc.

Il. Kauaunuyna xkaprtuna: CJIE ce xapakrtepu3upa ¢ M3KIIOUMTETHO paszHooOpasue B
KJIIMHUYHOTO MPOTUYAHE.

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

e  ApTpairuy; apTpUT; aCENTHIHA HEKPO3U; TEHOCHHOBHUTH ¢ (hopMupaHe Ha M-TIPBCT ¥ IPBCT TUI
,,Jie0emoBa s’

e  ApPTPWTHT IO IPABUJIO € CUMETPHYEH, qucTaieH; psako epo3uBen (10-30%) ot GonuuTe

e Psagka KbCHA TOCIEAWIA € T.Hap. ,,peBMaTH3bM Ha Jaccoud”, KOWTO mpeacTaBisiBa YJIHApHA
JIeBHAIIS Ha IPBCTUTE Ha PHLETE IPH JINIICA HA €PO3UHU B CTABUTE

e Octeonopo3ara ce sBsiBa KbCHO B X0/1a Ha 00JIeCTTa M Hali-4ecTo € KOPTUKOCTEPOHI-UHAYIHpaHa

e  MuozuT/™MHAITHA

o  DubpoMHANTHYCH CHHAPOM.

2. IIposiBM OT CTPaHA HA KOKATA U BUIMMMTE JIMTABULU — 32€{HO C OMOPHO-ABUIaTEJHUS anapar ce
3acArat Haii-4ecTo MbPBHU OT (oJiecTTa:
LE-cnennduyHn KoxKHM JI€3UU — PA3JEIAT Ce Ha OCTPH, TOJJOCTPU M XPOHUYHH
o OcCTpH KOXHH JIE3UH
HIenepynoobpasen” oopus win “malar rash”
- TeHEepaIN3UpaH ePUTEM
e [lomocTpu KOKHU JI€3UN
- aHYJIapHW/TIOIUKINYHH JIC3UH
- mamynockamo3seH (rcopuasudopmer) oOpus
e  XPpOHHYHU KOXKHH JIC3UH
- JIOKanm3upaH quckomeH LE
- JIuceMHUHMpaH quckouneH LE
- xuneprpoduueH (Bepykosen) LE
- lupus profundus
- lupus timidus
- chilblains lupus
LE-Hecnenn(puyHu KOKHH Je3UHU
e  KOXHU ChJIOBU MPOSIBU
- BaCKyIHUT
- Backynonarus — livedo reticularis, Raynaud ¢penomen, TpomOodieOUT, mepuyHrBaIHA
TelleaHTUeKTa3UH
o  Ajonenus
e KamunHosa
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o |E-mecnenuduanu Oyno3Hu ne3uu — OymoseH LE
e Jlpyru HecnieUU(pUIHU KOKHHU IIPOSBH.

3. posiBH OT cTpaHa Ha IHUXATEJHATA CHCTeMAa — HAaW-YeCTH ca NJIEBPHTA W IUIOCKOCTHHTE
aTeJIeKTa3|, Hail-OMTacCHU — 0eJIOAPOOHUSIT BACKYJIUT, C PAa3BUTHE HA AJIBEOJAPHH XEMOPAruu, TPOMOO3H;
0eJI0IPOOHUSAT MYJIMOHHUT; OCTPHS PECHPATOPEH TUCTPEC CHHAPOM
benoapooHu nposiBu, pe3yaTart oT MHAYIUPAHUS aBToMMYHeH oTroBop npu CJIE

e [liepBur ¢ winu 6e3 U3JHB

e IliockocTHU areneKkTasu

e OcTbp AyIyC MYJIMOHUT

o Jludparmena qucyHKIUSA

e AJBeonapHa XeMOparus Ipy BacKyIIUT

o [lynmoHamHa apTepHaiHa XHIEPTOHS

e  Octpp pecrimparoper auctpec cuaapom (ARDS)

o JlndysHa uHTEpCcTUIMATHA OerroapodHa Gudpo3a
Benoapoonu yciaoxuenus npu 6oianu cbe CJIE

o  UHdeknuu - OakTepUATHN, BUPYCHU, MUKOTHYHU

e benapobeH TpoMOeMOOTH3bEM

e benoapoOeH 0TOK, ypeMHUeH Mpu ObOPEUHO aHTAKUPaHEe, pa3BUTHE HA OBOpEYHa HEIOCTATHYHOCT

1 a30THA 33JAPBXKKA.

4. I[IposiBu OT cTpPaHa HA CHPAEYHO-CHIOBATA CHCTEMA — THITHYUCH € TYITyCHHS KapIuT.
o JlymyceH KapIMT C UM 0e3 MPOSIBH HA ChP/ICYHA HENOCTATHUHOCT
- Enmokapmut i Libman-Sacks (BasBysuT, psmko ce pa3sBHUBaT MOPOIIN)
- Muoxkapaur
- [lepukapaut — umMa IpexoIeH XapaKkTep, PSAKO BOIM 0 CPACTBAHMUS HIIH TAMITOHAA
e Backyaur — mnannmpyema mypmypa; livedo reticularis; mepuyHrBanHu J1e3uH; MAHUKYIIUT,
HEKPOTHYHH Jie3un; (haeboTpombo3a; cuaapom Ha Raynaud
e AprepHajHa XHIIEPTOHHSI, YECTO CBBbP3aHa C TIIOMEPYIOHEPUT
e Bpoxpenn cepaednHr mopoiy, pa3BuBaiy mpu jaena poaeHu ot Maiku cbe CJIE u monoxurennu
antu-RO (SSa); antu-La (SSh) anturena.

5. Jlymycen nedpur — ToBa ¢ enmHcTBeHaTa mposiBa Ha CJIE, Hammumero Ha KOSATO CaMoO ITOCTaBs
JIuarfosara np Hanmure Ha mosokuresnd ANA > 1:80 wiu monoxurentau antu-dSDNA anTurena

Knacuduxanus Ha nynycuus Hedpur cnopen International Society of Nephrology/Renal Pathology
Society (ISN/RPS), 2003 roa.:

Kunac I: Hopmanna nnm MUHMMAaTHA HaXoAKa

Kunac II: Me3anreanmHomnponudepatuseH JymyceH Heput

Kuac IIT: Oruumnrso nponudepatusen nynyceH Heppurt (< 50% yBpeaeHH TiIoMepyIin)

Knac IV: Iudy3Ho mponmdepatuBeH TyIyceH Hedpur

Knac V: MemOpaHo3eH JTyyceH HegpHT

Kiac VI: Cxieposupari stynycen HedhpuT (> 90% oT ritoMepyiuTe ca CKIEPOTHYHO POMEHEHN)
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B mmpoxkara mpakTuka Haii-uecTo ce cpemiar cMeceHuTe GopMH Ha JymyceH Hedput. TepameBTHUHHAT
MOJXO/T 3aBHCH OT KIMHUYHATA KapTHHA Ha He(ppUTa U OT OMOICHYHATA HAXOJKa. 3aTOBA IMyHKIIMOHHATA
66bpeuna ouorncus (ITBB) € 3aabmkuTenHa PK TepcucTrpaiia nporenrypus Haz 0.5 g/l.

6. IlposiBH OT cTpaHa HA HepBHATa cucTeMa — 3acsiranero Ha [{HC e exgna oT Hali-BaXXKHUTE JTOKAIU3AIMN
Ha JymycHara Oonect. Hapenm ¢ emuimentuopMeHHTE T'hPUYOBE M ICHX03aTa, KOHTO Ca KPUTCPHH 32
IFIarHo3a, ce HaOIro1aBa 3HAYNTEITHO pa3HO00pasne OT HEBPOJIOTHYHH IIPOSBU:

e JlymycHo rmaBoGomme

e Ilcuxo3a

e EmunentudopMeHH I'bpUOBE

e VYBpexIaHe Ha YCPETHOMO3bYHH HEPBH

o [lepudepHa HeBpomaThs

e  MO3BYHOCHIOBH HHIAACHTH

e [lapammsu, napesu

e  CeTHBHM HapyIICHUS

e TpancBep3aneH MUETUT

e AcentuueH MEHUHTUT

e [IceBmoTymop Ha MO3BKa

o Koposa artpodus

e Hapymenns B KOOpIUHAIIATA

o JlakyHapHU HH(DAPKTH

e “Organic brain syndrome”

lopuute mposBU decTo ce cpemar B komMOmHanus. OOMKHOBEHO T ca HM3pa3 Ha IepeOpOBACKYIUT U
aKTUBHOCT Ha Oosectra. [ToBIMsBAaT ce OIATONPUATHO OT JICUCHHETO U B TOJIIMA YacT ca Bb3BPATUMHU.
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7. XeMaToOI0THYHU MPOSIBH — CJIEJ] KOXKaTa M OMOPHO-IABUTATEIHUS anapar, KpbBHATA ThKAaH € TpeTrara
CHCTEMa C aHTQKUPAHE OIe B HAYAIOTO Ha 0oJIecTTa:
o Anemus — X6 < 85¢/l — ¢ xemonuTnuHa rere3a (MOJIOKUTENIEH TUPEKTEH W/WITH UHAUPEKTEH TECT
na Coombs) n/vam aHeMHs B X0/1a HAa XPOHMYHHUS BB3IIAIUTEIEH OTTOBOD
e Jleskonenus — Leuco < 4000/mm® wu < 3000/mm®
e Jlumdponenus - Lym < 1500/mm® wm < 1000/mm?
o  TpombonuTorneHus < 100000/mm®

luToneHunte ca aBTOMMYHHH H C€ IBJDKAT Ha €pUTPO-, JIEBKO- M TPOMOOIMTHU aHTHUTeNa. bomen c
apTpUT, KO’KHU MPOSIBU U JIEBKOIIEHUS Ca CYCIIEKTHHU Ca CUCTEMEH JIYILyC €pUTEMATO3YC.

8. [IposiBM OT cTpaHa HA TACTPO-HHTECTHHAJIHUS TPAKT — T€ Ca PEIKH U 32 TAX C€ MHUCIH MPH HAIUYNE
Ha CHCTEMeH JIyITyC epuTeMaro3yc, BACKYJIUT, 1 KOpeMHa OoJIKa.

9. IlposiBM OT CTPaHA HA PETHKYJI0-eHI0TEJIHATA CHCTEMA
o JlumbaneHomeranus

° YMepeHa XCNATOCIUICHOMET AJIM s, BB3MOYKHO € HAJIMINE Ha XUIICPCIIJICHU3BM.

Antudochoaunuaen cunapom (APS)
o 50% ot 6omuuTe ¢ APS 6onenysat ot CJIE
o  AHTHQOCHONMIMUIHUAT CHHAPOM TWpeApasloyiara KbM BEHO3HH W apTEepHATHA TpoMOO3H,
PEIPOAYKTHBHHU HEYCIIEXH U TPOMOOIIUTOICHHS
e Acomunupa ce ¢ antudochonmumuman antuTenaa - lupus anticoagulant (LAC); anti-cardiolipin
(ACL); anti-b2GPlI; anti-protrombin.

Kpurtepuu 3a kiaacupuuupane na auntudochosunuaen cuuapom (Sapporo, 1999 roa.; updated
Syndey, 2004 rox.)
1. Knunuunu xpumepuu:

1.1. Aprepuanna Tpom0o3a
1.2. BenoszHna Tpom0603a
1.3. Backymnomnarus

1.4. I1aTonorust Ha OpeMEHOCTTa

- Tpu wim oBeve MOBTAPSIIH ce CHOHTaHHH abopTH mpeau 10 r.c., cieq Kato ca H3KII0UEeHH XOPMOHAITHU
HapyIICHUS, aHATOMIYHN aHOMAJINH, TCHETUYHO U3CIICABAHE HA IBaMaTa pOIUTEIH

- Enmna mnm moBedye HeoOscHEMa cMBPT Ha MOPQOIOTHYHO HOpManeH ¢eryc cien 10 r.c., HOpMamHaTa
MOp(}oJIOTHS € MOTBBPACHA exorpad)CKU WK TPU AUPEKTHO U3CIICIBAHE

- EnHo nnm noBeve npexIeBpEeMEHHN paKJaHus npeau 34 T.c., IbIDKAIIHM Ce Ha MPEeeKIaMCHsl, eKIaMCHs,
IJIalleHTapHA WHCYUITMCHITHS.

2. Jlabopamopnu kpumepuu:

2.1. [TonmoxwuTelNleH JIyITyceH aHTUKOATYJIaHT B IUIa3Ma, B JABE HJIM ITOBEUEC OTACTHU HU3CIICABAHUS B IIEPUOL
ot 12 ceqmuim

2.2. [Tonoxureman ACL anturena ot kiac 1gG wmm IgM B m1a3ma wim cepym, B IBE HITH TIOBEYE OTACTHU
W3CIIeIBaHus B IEPUOJ OT 12 ceaMuity, upes ctannaptuzupan ELISA meron

2.3. TTonoxutenuu anti-p2GPI anturena or kimac 1gG win IgM B mmasma wim cepyM, B JBE HIHM MOBEYE
OTJICJTHU U3CIICABaHMS B TIepuoJ oT 12 ceamuiiy, upe3 cranaapTusupad ELISA metos.
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HNmynosoruunu orkjaonenus npu CJIE

CuCTeMHUSAT JIYIyC epUTeMaTtoiec € 0olecTTa C Hali-MHOTO UMYHHHU (DEHOMEHH, Hapuyar s Ollle ,,BUTPHHA
Ha aHTHTeJaTa”. V30poeHWTEe HMMYHOJOTHMYHM TECTOBE Ca OCHOBHH 3a [MarHo3aTa M WIOCTPUPAT
MOBHIIICHUS CHHTE3 Ha aHTUTENA CPEILy Pa3IuHIYHI aHTUTCHH.

1. Tlonoxuteanu LE kaerku - ToBa ca cermentosapenn neskonuru (Neu) darouurupanu LE macu

2. Moaoxutenen lupus band test LBT (+) — uma 3HaueHHE IPH CHMHUTEIHUTE CIy4Yan; CBETEHE Ha
JepMOemuIepMaHaTa TPaHUIA IPH TUPEKTHA UMYHODIYyOPECICHITHS, pe3yATaT OT OTJIaraHe Ha
MMYHHHU KOMILIEKCH, PpaKIUU HA KOMIIJIEMEHTA

3. Iono:xkuTeIHH aHTUTedA cpemy nBoiiHoBeprkHa JITHK (anti-dsDNA), matusaa JJHK (anti-
NDNA); nykiaeo3omu (anti-nuclesomes); cpemry ekcTpaxupyeMu HyKJIeapHH aHTUTEeHH — SM, SSa
(Ro60), SSb (La), RNP, RibP — mo3uTuBupaT ce HIKOU OT TSAX UM BCHUKH

4. Tlosoxurennu antudochoaunuanu anturena — ACL, anti-p2GPI, anti-protrombin, anti-
annexin; sainuue Ha LAC; nmonoxurenex tect Ha Wasserman

5. IonoxkuTeJHM AHTHEPUTPO-, JIEBKO-, TPOMOO-aHTUTEJIA, TUM(POUUTOTOKCUYHU AT

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

7. Tlono:KHMTeJTHM AaHTHXHMCTOHOBHM aHTHUTeJA - CBbp3anu ¢ drug-related lupus

8. INonm:kenn ¢ppakuum Ha kKomIiemeHnTa — Cs, C4, C1q.

HNHTepnperanus Ha cepuiiHU cepojiornyHu npomenu npu CJIE

AuTu-dsDNA C3 C4 HNutepnperanus
T 6e3 nmpoMsiHa 6e3 nmpomsiHa 1 aKTMBHOCT, BEpOSITHA IPOMSHA B
KIIMHUYHOTO ChCTOSIHUE
6e3 mpoMsiHa l l BEpOATHO OBOPEYHO aHraXkupaHe
l l l BEpOATHO OBOPEYHO aHraXkKupaHe
1/6e3 mpomsiHa 1 i BeposTHo napeknms, HeoOX0IUMO €
n3ciensane Ha CYE, CPIT

I11. IIporno3a npu 6oanute cbe CJIE: Tsa e BaxHa ¢ orjgen Ha paHHAaTa U KbCHaTa CTPaTETHs
OTHOIICHHE Ha KOHKPETHUS OOJICH.

Ipu3nanu, npeacka3Baiy HeGJIATONPUSITHA MTPOTHO3a

Knunuunu 6enezu

1. Havano Ha 6onectra npeau 20-25 ronuinHa Bp3pacT.

2. Pa3BuTHe Ha KIMHUYHU TPOSIBH C HEOJIATONPHUSTHA MMPOTHO32 B MBPBUTE 3 TOJAMHU OT HAYaJIOTO
Oonecrra.

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

8 (]

Ha

4, BLp3a CBOJIFOIUA C YCCTH MNPUCTBIIM U BHUCOKAa aKTUBHOCT, IPH JICHCHHUEC HE MOXE da C€ NOCTHUTHE

KJIMHUYHA PEMUCHS U TTIOYTH HUKOTa HE CE IOCTUTAa UMYHOJIOTHYHA PEMHCHSL.
Hmynonozuunu benesu
1. Ilepcuctupaiia xunokomruieMeHTeMus Ha Cs,
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2. Ilepcuctupara xunokomruieMeHTeMus Ha Cs , Cy,

3. YcranossBarne Ha nosuireHu anti-dsSDNA AT u aHTUTeNa CpeIlly eKCTPaXHuPyeMH aHTUTEeHH B CIUH U
CBII] CEPYM.

4. YcranossiBane Ha noBuiieHu anti-dsDNA At, anturena cpenry eKCTpaxupyeMu aHTHreHd 1 Hucku C3
(hpakIuy Ha KOMIUIEMEHTA B €IMH U CBII| CEPYM.

5. YcraHoBsiBaHe Ha Aj, Az, Asp, Bg By; B reHeTnuHata hopmyia.

Ipusnanu, npeackaspaiu 0JIaronpusiTHA NPOrHO3a

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. TlpuctbnuTe ca PeAKH M YECTO ce JOCTHra J0 IbJHA KIWHUYHA, MOHSKOra M 10 UMYHOJIOTHYHA
peMucusi.

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

Hmynonozuunu 6enesu

1. Hopmannu HuBa Ha cepyMuus Cs,

2. Hopmannu HuBa Ha cepymuus C; ,, C4 B €UH U ChLI CEPYM.

3. Paako ce ycranossiBat moBuineHu anti-dSDNA At u anTuTena cpelry eKCTpaxupyeMu aHTUTCHH B
€/IMH U ChII CEPYM.

4. Psaoxo ce ycraHoBsiBar moBuineHd anti-dsSDNA AT, aHTuTena cpelly eKCTpaXHpyeMH aHTHICHH U
Hucku C3 (pakiuy Ha KOMIUIEMEHTA B €TUH U ChIIl CEPYM.

5. Pazako ce ycranosiBat antudochommnuaan anturena — LAC, ACL, anti-B2GPI Ar.

6. B renernunara gopmyia ce yctaHoBsSBaT 4ecto Ay, Bs; DRa.

7. YecTo € Hanuile XamaoTUII Aq1Bs,

1V. In¢pepennuanna quarnosa na CJIE:

1. PesmaTiunu 3a00sIBaHASA, IPOTHYAIIN ChC CUMIITOMH, 001y ¢ Te3u npu CJIE.
2. XpoHn4HU QeOPUITHN CHCTOSHHUS.

3. HeomactuaHu mporiecHy.

4. AcumnToMmuu 0omHU ¢ monoxuteTHn ANA.

5. [TepBrueH aHTU(HOCHOTUIHICH CHHIPOM.

V. Jleuenue npu GOJTHU CHC CHCTEMEH JIYNYC epUTEMATO3YC
]_Ie.]'l: ITocTurane Ha KIWMHUYHA U HMYHOJIOTHYHA pEMUCHS.
JledeHHeTO0 MMa JBe OCHOBHH CTPAaHH: XWTHCHHO-TUETHUYCH PEXUM M (apMaKOJOTHYHA TEpPaIlus.
BaxxHo € m30saTBaHETO HA BCUYKU HOKCH, KOWTO BJIOIIABaT JymycHarta 6oiect. Ha 6omaute cbe CJIE ce
3a0paHsBa:

e ll3nmarane Ha yJATpaBHOJIETOBM JibuM (MHAyIMpaT cuHTe3ata Ha ANA B KokaTa)

e [lpwiarane Ha BaKCHMHM (KMBU WIH YOWUTH, OAKTEpHAIHUTE QaHTUTCHU Ca MOIICH MHIYKTOp Ha

CHHTE3aTa Ha aHTHHYKJICAPHU 1 aHTU(POCHOTUIUIHN aHTUTETA)
e MH3non3BaHe HA KEHCKHU MOJOBH XOPMOHHU
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e VYmnorpe6a Ha HIAKOH JIEKAPCTBA — TMCHUIINHHU, e(aToCoOpuH, TyOepKyJIOCTaTHIIH,
cyndonamuan. 3abpaHaTa € OTHOCUTEITHA.

e Jlpyru JekapcTBa, 3a KOUTO € M3BECTHO, Y€ HMHIYNUpAT CUHTEe3 Ha aHTHHyKjIeapHu, ACL,
AHTUXUCTOHOBM aHTHUTEJA U TPsIOBA J]a ce U3IIOJI3BAT C TIOBHINICHO BHUMaHue mpu 6oiHu che CJIE
ca: xuapanasuH, npokaunHamu, -6mokepu, Cuprenil, comu Ha 3matoTo M Apyru. 3abpaHara ¢
VHAWBH]IyaJlHA | IO MPEIICHKA Ha JIKapsl.

Hpyr Baxken MmomeHT nipu 6omanTe che CJIE e HeoOxommmocTTa fa ce JieKyBaT (GOKaTHA WHOEKIHU U
THOMHHITY, THH KaTo OaKTepHaIHUTE AHTUTEHU Ca MOINCH WHIYKTOp HA CHHTE3a HA aHTUHYKJICAPHH
aHTHTENA, HAKOU OT aHTUTCHUTE Ca T.HApP. CYIICPAaHTUTCHH.,

Bpemennoct, abopT, paxaaHe ca CHLOMTHS, KOWUTO BJIOIIABAT MPOTHYAHETO HA CHCTEMHHUS JIYIYC
epurematosyc. [lo Bpeme Ha 1s1aTa OPEeMEHHOCT, 10 BpEeMe Ha U CJIS/ PAXKIAHETO, MalUeHTKaTa TpsOBa
na Objie HaOJIoJaBaHa OT OIMTEH PEBMATOJIOT.

JlekapcTBa 3a Jjieuenue Ha CJIE:
1. AHTMMaNapuIMTe Ce W3IMON3BAT NPHU OOJHU ChC CUCTEMEH JIYIIYC epUTEMATO/eC C JieKa 10 yMepeHa
aKTUBHOCT, WJIM KaTo JOombiIHUTENHa Tepanud rnpu texku CJIE. YcranoBeHo e, ue ynorpebaTa Ha Tazu
rpyma JiekapcTBa HaMallsiBa pUCcKa OT PEUUANBY MPH OOJTHUTE ChC CUCTEMEH JIYITYC.

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

mg/mHeBHO.

VYnotpebara Ha chloroquine e cBbp3aHa ¢ Pa3sBUTHETO HA MATMEHTA MAKyJIOMATHS MMOpPaJX OTIaraHe Ha
MEIIAaHWH B PETUHAJIHUS CMUTEIUYM, KOXXHH T[HMIMEHTAIllMd T-Hap. Te3aypu3Mmosu (depHo-KadsBa
MUTMEHTAITUS 0 TIPeaHAaTa YacT Ha mojodeapunute). [IurMeHTHAaTa MaKyJI0MaTHs Hajara u3cjieBaHe Ha
OYHHU JTbHA Ha 3-6 MECEYHHU UHTCPBAJIH.

2. Hecrepouauu nporuBoBb3manuteann Jjexapcrsa (HCIIBn) — rpyma nexapcrsa, wuxuGHparin
nevicteuero Ha rukmookcurenasure (COX-1, COX-2), eH3uMH KOUTO MMAT KITFOYOBA POJIS B CHHTE3aTa
Ha POCTarJIaHIMHU, MEIHATOPH C MOIIIHO TIPOBB3MAIUTEIHO ACHCTBHE.

HCIIBn ce npuiarat ycnemiHo NpH KOHCTHTYLHMOHAIHH TPOSIBH, CEPO3UT, MYCKYIIHO-CKEJIETHO
aHraxupane (aprput/apTpairun/muanrun) npu 60U cbe CJIE.

Haii-Ba)xHUTE HE)KENIAaHN CTPAHUYHU PEaKIMU ca TACTPOMHTECTHHAIHO KbPBEHE, TYOYIOMHTEPCTHIINATICH
He(pHUT U pa3BUTHE HA TOKCUYEH XETIaTUT.

3. KopTukocrepouau — rpymna JiekapcTa, KOUTO Obp30 MOATUCKAT MPOSBUTE HA Bh3najeHue. Jlo3ara Ha
KOPTHKOCTEPOU 1A CE OTpEe/eNis OT CTEIIeHHATa Ha aKTHBHOCT:
e Prednisone 5-10 mg AHeBHO WK EKBUBAJICHT — ITPH JIeKa 710 yMEPEHa aKTHBHOCT
e Prednisone 10-30 mg mueBno (0.5 mg/kg/day) win exkBUBaJeHT — HpPH yMEPEHO TEXKa
AKTHBHOCT
e Prednisone 1 mg/kg/day win exkBUBaNI€HT — IPH TEXKKA AKTHBHOCT
e Methylprednisolone (MKB M32.1, M32.8)
e [IlyncoBa Tepanmusi ¢ kopTukocrepouan — 3 mopenuu nau o 1000 mg methylprednisolone
HHTpaBeHO3Ha arutmkaims, pasteoper B 250 ml 0,9% NaCl, npunoxen 3a KpaTbK IEPHOA OT
Bpeme — 30-40 munyrtun. KiIMHHYHUTE TIOKa3aHMs 3a MPOBSKAAHE HA IIyJC Tepamus C
KOPTHKOCTEPOU/IH Ca:
- Jlynycen Hedpur
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- Backynur

- Hesponynyc

- Iynmownwur, 6enoapoben Backyiut, ARDS
- Bucoka o0ma akTUBHOCT

- Kapaur.

4. UmMyHoCynpecHBHHM JIEKAPCTBA — Pa3MYHH HMYHOCYIIPECOPH, C Pa3HOOOpa3HH MEXaHHM3MHU Ha
JeWCTBUE ce MpularaT Ipu OOJIHK ChC CUCTEMEH JIyIyc eputemarodyc. M300pbT Ha UMyHOCyNpecop ce

ompeessi OT BOJACHIMTE KIMHUYHU MPOSIBU, aKTUBHOCTTA Ha 0OJIECTTa, MPUAPYKABAIKTEe 3200 IsIBaHM,
compliance Ha manueHTa.

Azathioprine — 1-2 mg/kg/day

Mycophenolate mofetil — 1-3 gr/day — u3non3sa ce 3a uHAyHUpaHe Ha PEMUCHUS MPH OOJHH C
nIymyceH HeppuT

Methotrexate — 5-25 mg/ceqmudHO, TPUIOKEH NEPOPITHO WM MApeHTEPaTHO (MOJKOXKHO HITH

MYCKYJTHO)

Leflunomide — mpunara ce B Hacurmamna go3a 3 mopeaun auu mo 100 mg/day, crex xoeto 20
mg/day

Cyclophosphamide — o6uKkHOBEHO ce mprIara Kato myJic Tepamus B 1o3a 0.75 — 1 gr/m® B 6-12
HOpEHA Mecena TP CTPOTH KIMHUYHU TTOKa3aHMsA: JIYIyCEH HE(PPHT, HEBPOIYITYC, BACKYJIMT,

6enoapoben Backyaut. [Ipeaxoxaa ce ot myic tepanus ¢ Methylprednisolone B 1 unu 3 auu.

5. BuosornyHa Tepanus

Belimumab (MKB M32.1, M32.8) — 6iokupa pa3rBopumust BlyS ctumynarop, kato mo To3u

HAauYWH HE TMO03BoJNisiBa Ha B nuMdonut crumynupamms OpOTEMH Ja Ce CBBPKE CbhC

CHOTBETHUTE PELENTOPH Ha MOBBPXHOCTTa Ha B KieTkuTe, KOETO BOIM 1O aHEPTUS HIIH

aronitosa Ha B nmumdornurure.

Rituximab

HutpaBeno3Hn uMyHor;a00yamHu - Immunovenin intact ce mpeamnucsa B 1032 MEXIy

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

HaOJII0aBaHUTE CTPAaHMYHU NPOSIBU Ca TEMIIEpaTypa, MpUAPYKEeHa ¢ BTPUCAHE, II1aBoOoIIue,

apTPWITHH, MHUAITHHA. B exeJAHeBHaTa pEBMATOJOTMYHA TMPAKTHKA WHTPABEHO3ZHUTE

UMYHOTJIOOYJTMHY HAMUPAT MPUIOKEHUE TIPH:

- CHCTEMEH JIyITyC epUTEeMaTOIeC C BUCOKA UMYHOJIOTHYHA aKTHBHOCT

- CHCTEMEH IIyIyC epHTeMaTOAeCc, NMPOTHYaIl C IepeOpPOBACKYIUT, JIyIyCeH HE(PUT,
BACKYJIUT W/HJIM aBTOMMYHHA XEMOJIMTHYHA aHEMUSI, TPOMOOIINTOTICHHS

- CHCTEMEH JIyIyC epuTeMaToJiec C Mo jiexan] aHTHPOCHOIHUITHACH CUHAPOM

- aHTU(OCHOIUNUACH CHHAPOM C ITOBTAPSIIH C€ CIIOHTAaHHU a0OpPTH M HAJIMYHA
OpeMeHHOCT

- CHCTEMEH JIyITyC epUTEeMaTOo3yC C MOBTAPSINU ce HHDEKIINH.

6. .JIeRachBeHn MPOAYKTH, KOMTO Ce¢ mMpujiaraTt nmo CrieMaJJHi KIHHUIHU IOKa3aHus

e Dapsone — 50-150 mg/day — mpocieisBaT ce HMBa Ha METXEMOTIIOONH
e Thalidomide — 50 mg/day
e Cyclosporine — 5 mg/kg/day — nmpocreasiBat ce cepyMHM HUBa

Onucanure JICKapCTBa CC€ IMpujarar Ipu: TOPHUAHU YJIKYCHU, TCKKHU IHNAHUKYJIIHNTHU, HCKPOTU3HUPAIIA

BaCKyJIUTH, TONUXOHApHUTH. [IpH ymoputH Ha JiedeHHe HePpPUTH, NPU UMYHOKOMIUIEKCHa OOJleCT ¢
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BHCOKHM HHMBA Ha IUPKYJIMPAIINA UMYHHH KOMIUIEKCH MOXKE Ja c€ MPWJIOXKH | IIa3Madepesa, Ipu JInmca
Ha UHQEKIHH.

IIpu jgeyennero Ha 6oHM cbe CJIE Haii-uecTo JoMycKaHMTE IPELIKH ca:

1. B HauaoTo Ha BCEKU MPUCTHII, IPU M3Pa3eHA aKTHBHOCT HE C€ MpuUiara Hy>KHaTa (papMaKoJIOrHIHAa
Tepanusi ¥ NPaBUJIHA 1034.

2. PaHo, o1ie ¢ mppBUTE MPHU3HALKA HA TTO00pPEHKE, ce MOHUKABA J103aTa Ha JIEKapCcTBOTO. BaxkHo ¢ na
ce 3Hae, ue aKTMBHOTO JICUeHHE Ha €MH NPUCTHI Ha OonecTTa Tpae Hail-Maiko 3-6 mecena. ToBa e Taka,
3ami0To OeNe3uTe Ha aKTUBHOCT ca caMO HAJIBOJHATA YacT Ha eHH alicOepr OT NMYHOJOTHYHH IIPOMEHH
Y CUHTE3WpaHHU aHTHUTEA.

3. Ilpu Bnu3aHe B pemMucusi penuia OOJHU Ce YyBCTBAT JA0Ope M CHUPAT CAMOBOJIHO MOAIbPKAIIOTO
JICYCHUE.

4. He ce mo3HaBar B JETailyil JIeKapcTBaTa U TEXHHUTE HEXeJTaHW e(EeKTH, MOpaau KOETO ce JOIycKaT
HETPaBUITHN KOMOWHAIIMK MEX]Ty TSX U HECHABPEMEHEH KOHTPOJ Ha CTPAHUYHUTE UM JICHCTBUSL.

IHPOI'PECUBHA CUCTEMHA CKJIEPO3A (mo MKB kox M34.0)

I. ledunnnus:

CucremHara CKkjepo3a € KIMHUYHO XETepOreHHa, MYJITUCUCTEMHA, IPOrpecupalla aBTOMMyHHa
0ojecT, KOSTO C€ XapaKTepu3upa C YBPEOKIAaHE HAa MHUKPOIUPKYIANMITa W OTJIaraHe Ha
CheIMHUTEIHATA ThKAH B KOXKaTa U BBTPEIIHUTE OopraHu. KoXHOTO 3acsraHe, HapuU4aHO OIIE
CKJIepoJiepMa, € Haill-XapakTepHUs KIWHWYEH CHUMIITOM TP CHUCTEMHATa CKJepo3a.
Cknepoaepmara ce pa3zess Ha JBe OCHOBHU (POpMHU — JIOKAJIM3UPAHA CKIIEPOJEpMa, OTpaHUYEeHA
B KOXKaTa U MOJKOXKHATa ThKaH U CUCTEMHA CKJIEPO3a, 3acsraia Kokara 1 BbTPEIIHUTE OpraHHu.
OT cBos cTpaHa, CHCTEMHAaTa CKJIepo3a C€ pasflens Ha JBa BHAA - OrpaHHuYeHa U Audy3Ha.
OrpanvueHara CHCTEMHa CKJEpo3a C€ IposiBABA CbC CKJIEPOJEPMHUSl TIJIaBHO Ha pBbIIE,
MpeIMULITHUIIN, TTO-MaJIKO Ha JuIle U mus. Judy3Hata cucteMHa cKiepo3a ce XapakTepusupa C
nudy3Ha KOJKHA CKIIEpO3a U 3aciAraHe Ha Pa3jIuyHU BHTPEIIHUA OPTaHHu.

CucremHaTa ckjiepo3a ce XapakTepusupa ¢ pa3HOOOpa3HH KIMHUYHU CUMITOMH U CHHIPOMH,
oInucadu B Tadauna 1.

Ta6auna 1. I1aToJI0rHYHU NPOABYU NMPHU CHCTEMHA CKJIEpo3a

Koxa Cunnpom Ha PeifHO; CKIIEpOJJaKTHIINS SI3BU TI0 BbpXa Ha PBHCTUTE;
CKJIEPOACPMHUS 110 KPaHUIIM, JIUIIE, IS, TOPC; TeICaHTMeKTa31u;
KaJIIMHO3a

bsut ipo6 Bazaiina 0enoapooHa ¢hudpo3a; 0enoapoOHa XUIICPTOHHS

Cobpue Aputmun; MHOKapaHa (udpo3a; 3acToiiHa ChpAeYHA HEJOCTATBYHOCT

MycKyTHO-CKeNeTeH Aptpurt/aptpairus, @ubposa Ha cyxoxuinHu Braranumiia (tendon friction

amapar ribs); craBHH KOHTPAKTYPH; MHOTIATHS
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lactponHTECTHHATICH E3odaronarus; ThHKOUPEBEH XUITOMOTHITUTET

TPaKT

Bbropenn Scleroderma renal crisis ( MaTMrHEHa XUIIEPTOHMUS, OBP30MPOrpecHparia
O0BOpevHa HETOCTATHYHOCT)

II. Ennnemuosiorns:

[IporpecuBHaTa cucTeMHa CKJIEpo3a IO JIMTEPAaTypHH JaHHU ce cpemia ¢ vectora 21.2/1 muH.
HaceJieHue. Y CTaHOBEHO €, Ye OOMKHOBEHO C€ pa3BMBa BBB Bb3pacTTa 45-65 roaunu, 3-5 nbTH

IMO-4€CTO IIPpH KCHHU.

IT1. /luarno3a Ha MPOrpecMBHATA CHCTEMHA CKJIepo3a:
JluarHo3ata Ha CHCTEMHaTa CKJE€po3a C€ OCHOBaBa Ha M3IIBJIBAHETO Ha OIpeneiaeH Opoi

ANArHOCTUYHH KPUTCPUH.

IMpe3 2013 ron. ACR/EULAR ny0iukyBatr HOBUTE KIaCU(PUKALMOHHH KPUTEPUU NIPU CHCTEMHA

CKJIEpO3a, KaTO Te3U KPUTCPUH C€ TPUIaraT U KaTo JUarHocTU4YHu (Tadaumna 2).

Taomuua 2. Knacupuxaumonnu kpurepuu Ha ACR/EULAR (2013) npu cucreMHa ckJiepo3a

Kpurepuii IHoaxkpurepuii Score

VirbTHEHHE Ha Koxata (CKIepoaepMus) Ha - 9
NPBHCTUTE HA PBLETE, MPOCTHPAILIO Ce
MPOKCHMAJIHO OT MeTakaprohanaHreaTHUTe
CTaBH
(mocTaTbueH KpuTEpHii)
VILThTHEHHE Ha KOXKaTa Ha IPHCTHTE Puffy fingers 2
(B3eMa ce BIpeaBH CaMO MO-BHCOKHS CkilepoaKTHIINSI HA IPHCTUTE 4
score) (mucTanmHO OT MeTakaprodanaHreaTHUTe

CTaBH, HO MPOKCUMAITHO OT

MPOKCUMAJTHUTE UHTep(aTaHT CATHH

CTaBH)
Jle3uw 10 BbpXa Ha MPBCTUTE JIMruTajHu yjauepanuu mo BbpXa Ha 2
(B3eMa ce BHpeABH] CaMO IMO-BHCOKHS | MPbLCTHTE 3
score) ToukoBuaHHM 0esie3n MO BbpPXa Ha

NPBCTUTE
Teneanruexrasuu - 2
AOHOpPMHA KaITMJISIPOCKOIICKA KapTHHA - 2
[TynMoHaIIHa apTepUaiHa XUIIEPTOHUS [TynMoHalIHa apTepUaiHa XUIEePTOHUS 2
W/WJIM UHTEpCTUIMAIHA OenoapoOHa HuTeperuimaitio 6e1oapooHo 2
¢ubdpo3a 3aboIsiBaHe
Cunnpom Ha PeiiHo - 3
[MonoxwuTenHu ckiepoiepMa-CBbp3aHu Anrtunearpomepun (antu-CENT) AT 3
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AHTUHYKJICAPHHU aHTUTEIIA

Awnrurornonzomepasuu (aatu-Scl-70) At 3

(aHTUIICHTPOMEPHH, aHTHTOIIOU30MEPa3HU Amnturena cpemy PHK nonumepasa 111 3

(antu-Scl-70), antu-PHK nonumepasa Il

(MakcuMaJsHus SCOre e 3)

*Tesu Kpumepuu He ca npuiosicumu npu 60JZHM, npu Koumo KOJNCHOMO YNJIbMHEHUE He € 3aCecHajlo

npvcmume, Kakmo u npu 60IHU CbC CKIepooepma-nodobuu 3abonssanus (Heghpozenna ckiepoupawa
dubposa, eeneparusupana mopes, eosunogpunen gacyuum, ouabemna cKiepooepma, CKiepomMuKceoem,
nopgupus,epumpomuaneus, lichen sclerosis, graft-versus-host disease ).
*Ipu 601U ¢ 06w crop > 9 ce nocmassa OuAzHO3a CUCEMHA CKAEPO3d.

IV. lu¢epeHunasHa auardo3a Ha CHCTEMHATa CKJIepP03a € IIMPOKAa M BKIIOYBA TOJISIMO

pasHooOpas3ue OT 3a00NsIBaHUS M CHCTOSHHS, KOMTO MPOTHYAT C XPOHUYHO YIUThTHEHHE Ha

kokata (Tadamua 3).

Tadnuua 3. Judepenuunanna AuarHo3a Ha CbCTOSIHUSITA, NPOTHYAIIM C XPOHUYHO KOMXKHO

yILUTbTHEHHE
CucremHa ckiepo3a 1. OrpannyeHa cUCTEMHA CKIepo3a
2. JIudysHa cucTeMHa cKiiepo3a
3. TlpunokpuBay CHHIPOMHU
»  Bomect Ha Sharp
»  CucremHa ckieposa/llomuMmuo3uT — ,,cCKIepOMHO3UT
» CucremHa ckiepo3a/PeBMaTonieH apTpuT
* CucTeMHa CKIIep03a/CUCTEeMEH JIyITyC epUTeMaToIec
Jlokanuzupana 1. Mopdes
CKJIepoJiepMa 2. JluneapHa ckiepojaepMa
CkrepenemMa 1. Cxnepenema na Buschke
2. JlnabeTHa cxiepeneMa
3. Ckiepenema npu HOBOPOJCHU
CxiiepoMHKceieM *  }I3BBHKJICTHYHU MYLIMHOBH JIETIO3UTH B KOXKAaTa M BHTPEIIHUTE
opraHu
= Acoruupa ce ¢ npoaykius Ha MoHokJoHaaHu 1gG npoTennu
Eo3unodunnu 1. Eosunodunen daciuut (qudyseH hacuuuT ¢ e03HHOPIHS, 00IECT
CHHIPOMH ma Schulman)
2. Eo3uHOGWIMSA-MUAITHS CHHAPOM
3. Toxic oil syndrome
MetabonutHu 1. Porphyria cutea tarda
3a00JIsIBaHUS 2. DeHUIKETOHYpHUS
3. Cunapom na Werner
4. Axpowmeranus
IIceBnockneponepma » JlokanHa armMKanus Ha BUTaMuH K, 0J€oMHIIMH, NETHA301MH
Hedporenna » JIporpecuBHa cucreMHa Gpudpo3a npu 6osHE ¢ end-stage ObOpeuna
CHCTEMHA CKJIepo3a HEJIOCTATHYHOCT
Chronic  graft-versus *  AJIOreHHa TPAHCIIAHTAIMS HA XEMOIOSTUYHHU CTBOJIOBH KIICTKH
host disease
(GVHD)
Penxu 3a0omsiBanust 1. TlaxumepMONEpHOCTHUT
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2. POEMS (momuHeBpomaTys,
MOHOKJIOHAJTHA TaMarraTus)

opraHoMeraius,

CHIOKPHUHOIIATHAA,

V. Jleuenue Ha nmporpecuBHaTa CHCTEMHA CRJIEpO3a

[IporpecuBHaTa CHCTEMHA CKJIIEpO3a € CUCTEMHO 3a00JIsiBaHE HAa ChEJAMHUTEIHATA ThKaH, KOETO
TPYIHO C€ MojjiaBa Ha JieueHHe. JIeueHHeTO Npu CKIEPOJepMHs Ce OCHOBaBa Ha CUTYpHA

JIMarHosa,

OIpCACIIAHC MOoJABUAA

Ha MOporpeCuBHaTa CHCTCMHA CKJIICPO3a C’bO6pa3H0

HUMYHOJIOTUYHUSA HpO(i)I/IJ'I, cTagusa Ha 6OJ'IeCTTa, OPraHHUTE IMOJIAXKCHH, KAKTO U HAJIMYHUETO HA
INPUIIOKPpUBAIOX KIIMHUYHU IIPOABH. .HeKapCTBeHI/ITe cpeacrBa Ipu CHCTEMHa CKIIEpO3a

BKJIFOYBAT:

= HmyHoMonynaropHa U aHTU(PUOPOTHYHA Tepalus WIM ToBa ca 00J1ecCTONPOMeHSIIIN
JIEKapCTBEHM CpeacTBa

= JlekapcTBeHHU cpeACTBA M3MOJ3BAHU [IPH PA3TUYHUTE OPTAaHHHU MOPAKEHH.

AJITOPUTHM 32 JieueHHe Ha MPOrpecuBHATA CHCTEMHA CKJIep03a

A 4

IlonBup, ctagui

A 4

NmyHocynpecuBHa AHnTH(UOpOTHYHA
Tepanus il Tepanus
Onpeiensiie Ha pUCKa CIIOpe] CTaaus 1
THTIa CUCTEMHA CKJIEPO3a, KAKTO Mureperuimaiina
npodua Ha aHTHTENATa Beronpobra bonect
I[TynMoHaIHA apTepuanHa (Nintedanib)
XUINCPTOHUA l
(mpocTalMKIMHH, /

€H/I0TEeJIMHOBH PellenTOPHHI
AHTATOHHCTH, HHXUOUTOPH
Ha dochoauecTepasa-5)

CKpHHUHT 3a BUCLIEPAIIHU [TPOSIBU

«—

Muo3zur

METOTpPEKCar)

(kopTHKOCTEpOU,

- |

|

Penanna xpu3za
(ACE unxuburopmn)

Aptput
(HCTIB#, aHanreTHim)

l TEPB a
4 (nHXHOHTOPH HA 0]

PaHAOMU3UPAHN KIIMHUYHU

MPOTOHHA MIOMIIA)

dubpo3zupar
AJIBCOJIUT
ic| (Cyclophosphamide)

[T 0 2 5% I FalE 12 071123 —

b denomeH Ha Peiino
2+

(Ca™ aHTaroHUCTH)

I. lTpenopbku Ha EULAR/EUSTAR nipu ckiiepogepMa-cBbp3aHa BacKyJI0NAaTHsI.
1. Cunapowm Ha Peiino

a) JIuXuapornupuInHOBH Ca’" antaronucru
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= Nifedipine — nekapctBo Ha mepBH H360p; B m03a 3 x 10-20 mg mo

MaKCuMaJIHa J03a OT 30-60 Mg, HaMasIBa 4YyeCcToTaTra U TEXKECTTa H

HCXEMHUYHUTEC aTaKu.

b) BeHO3HM U EpOpaIHH IPOCTAHOM U

= lloprost — 0.5-2 ng/kg/min urdy3us B 3-5 mociaea0BaTeIHA JHH WK 2

x 50-100pg nepopaiHo NpHIIOKEHHE.

c) Ilepudepnn BazoanaaraTopu

2+
HuxuaponupuauaoBd Ca” aHTaroHWCTH ca JIEKAPCTBEHO CPEACTBO Ha MBPBH H300p IpH

CKJIepoJiepMa-CBbp3aHusd cuHApoM Ha PeitHo. Ilpm Heycmex OT TAXHOTO NPHIIOKEHHE Ce

[IPENOpbYBAT UHTPABEHO3HU IPOCTAHOUIH.
2. JluruTanHu yauepanuu

a) lloprost — 0.5-2 ng/kg/min undy3us B 3-5 mociiea0BaTeIHU THU; YCKOPSBa

O03JpaBABAHCTO HA JUIMTAJIHUTC YILICpallMyM, KaKTO MW MpcamasBa oOT

(dbopMHUpaHETO HA HOBU SI3BUYKHU.

b) Bosentan (MKB M34.0, M34.1, M342, M34.8) — [BOCH €HIOTEIMHOB
PELIENTOPEH aHTArOHKCT; B 103a 2 X 62.5 My JHEBHO 3a 4 ceaMMUIH, CIIEN KOETO

2 x 125 mg; npeanassa OT pa3BUTHETO HA HOBU YyJILIEpaLlUU.

Bosentan ce npenopbuBa npu audy3Ha cCUCTEMHA CKIIEpO3a ¢ JUTUTATHU YILlepaluu, pyu JHUIca

Ha e(beKT OT IIPUJIIOKCHUECTO Ha ITPOCTAHOUIN.

[Ipenopbku

Cuna Ha
npenopbKara

I. CkJiiepoiepMa-cBbp3aHa JTHTHTATHA BACKYJIONATHS

2+
Mera-aHam3 3a IPUIOKCHUETO Ha AUXUAPONUpHIMHOBH Ca~ aHTarOHUCTH M MeTa-
aHaIn3 3a TMPHIOKEHHeTo Ha BeHo3Hu mpocranoumu. Nifedipine u mHTpaBeHO3HO
npuioxenne Ha |l0prost HamansBar yecToTaTa M TEKECTTa HAMCXEMUYHUTE aTaku

A

JuxumpormpuanHon Ca”*  amrarommern, obukroseno Nifedipine, cpepcrBo Ha
BPBH M300p nipu SSC-cHHAPOM Ha PeifHO, ¥ MHTPAaBEHO3HH MPOCTAHOMIH MPH TEKBK
cuHIpoM Ha PeifHo, pa3Bui ce B X0J1a Ha MPOrpEeCHBHA CHCTEMHA CKJIEpPO3a

JlBe paHIOMHM3MpaHW KIMHUYHU TIPOYYBAHHSA JI0Ka3BaT, Y€ HHTPABEHO3HUTE
NpPOCTAHOWIM, KOHKpeTHO uHTpaBeHo3Hus lloprost, ca edextuBHU  mpu
03[IpaBsIBAHETO HA JAWTHTAIHUTE YJILEPaUuu Mpu O0MHU cbc SSC. MHTpaBeHO3HUTE
MPOCTaHOUIM TPAOBa /a ce M3MOJI3BAT KaTo CPEACTBO 3a JICUCHHE Ha JUTHUTAJIHUTE
yJnepanyu

JIBe panzoMu3vpaHM KIWHHUYHU TPOYYBaHHS T0Ka3BaT, ye Bosentan mpeamassa ot
Pa3BUTHETO HAa HOBU AMIHTAIHHU YJIEpaluud, OCOOCHO NpH OOTHH C MHOKECTBO
SI3BUYKH I10 IPBCTUTE HA PBLETE

Bosentan TpsioBa nma ce u3mon3Ba mpu audy3Ha CHCTEMHAa CKJIepo3a C MHOXECTBO
2

JUTUTAJIHUA YyJIL€pannu, CJICd HEYCIIEX OT MNMPUIIOKCHUCTO Ha Ca * AHTAarOHUCTU u

MPOCTAHOUIH
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B Brarapus cniopex KpaTkaTa xapakrepucruka Ha npoaykrute (KXII):

I. Ckyepoaepma-cBbp3aHa BaCKyJI0NATHS.
1. Cunapowm Ha Peiino

+
a) Jluxuapormpuanaosn Ca’’ aHTArOHHCTH — He ca MOKa3aHHM 3a JICUCHHE Ha
CKJIEpOJiepMa-CBbP3aH CUHAPOM Ha PeliHO cropen KpaTkaTa XapaKTEpUCTHKA
Ha IPOAYKTA.

b) BeHO3HM MPOCTAHOMIU WK MAPCHTEPATHU Ba30ANIATATOPH

= lloprost — kounenrpar 3a wuHpy3uHoHeH pastBop 1mMI/0.027mg;
2ml/0.067mg. Ipunara ce moa ¢popmarta Ha HHTPABEHO3HA HH(Y3HUS B
no3a 0.5-2 ng/kg/min. Criopen KXII e moka3aH 3a JicueHHE Ha TEKbK
MHBAJIAIN3UPALL CUHIAPOM Ha PeliHo.

c) Ilepudepuu BazoauaaTaTopu

= Naftidrufuril tabaerku 50 mg, 100 mg u 200 mg. npenopbyYKTEIHATA
nHeBHa go3a € 300-400 mg 3a neyeHue Ha nepupepHH ChHIOBH
HapYILIEHHsI, CPel KOUTO M CHHIAPOM Ha PeitHo. JledeHneTo mMoxe na
npoabJku oT 1 10 6 Mecernia.

2. JlurutamHu ynuepanuu.

B kparkaTa xapaKTepHUCTHMKa Ha NPOAYKTUTE Ha ”ODrOSt u_Bosentan wmsama TCPANCBTHUYHO

IOKAa3aHMEC JUTHTAaJTHHU YIANCPAIIMK IIPHU ITPOIrpeCruBHA CUCTEMHA CKJIICPO34a.

II. Tpenopbkn nHa EULAR/EUSTAR mnpu ckiepoaepMa-cBbp3aHa IYJMOHAJIHA
aprepuaaHa xunepronus (SSc-PAH).
1. EHaoTenuHOBU pelieNTOPHU aHTarOHUCTH

a)

b)

Bosentan (M34.0, M34.1, M342, M34.8) € KOMICTUTHUBEH EHIOTCIUHOB
pEelEnTOPeH aHTaroHWCT, C JOoKa3aHa e(EeKTUBHOCT TMpu OenoapoOHaTa
apTrepuajiHa XMIIEPTOHHUS, pa3BUBalla C€ B XO0Ja Ha MPOTrpEeCHMBHA CHCTEMHA
ckieposa. [IpenopbunTennara qHeBHa J03a € 2 X 62.5 mg 3a 4 ceamuuu, cien
koeto 2 x 125-250 mg. [lonoOpsiBa ¢usnyeckus KamauuTeT, (YHKIIMOHATHUSA
KJIac, HIKOM XeMOJAMHAMHYHU ITOKA3aTeNU U MPEXKHUBIEMOCTTa Ha OOJTHUTE.

Ambrisentan (127.0; M34.0; M34.1; M34.2) e nepopajiHO aKTHBEH aHTAarOHHCT
Ha eHporenuHoBuTe penentopu (ERA) oT kiaca Ha mpomaHoBaTa KHCETHHA,
cenekTUBeH 3a peuentopa Ha enpotenuH A (ETa). Ilokasan e 3a jeucHue Ha
O0enoapodHa aprepuanna xuneptoHuss (BAX) mnpu BB3pacTHU MAIMEHTH C
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¢ynkunonanen kmac (OK) mo C30 II mo III, BximtounTenHo u 3a ymorpeda B
KoMOuHHMpaHa tepanus. /lokazaHa e epukacHocTTa My npu uauonatuyna bBAX
(MBAX) u mpu BAX, cBbp3aHa cbc 3a0oJisiBaHE HAa CHEIWHHUTEIHATAa THKaH.
[IpenopbunTenya AHEBHA 7032 5 mg / THEBHO 3a 3al04YBaHE HA JICUYCHHETO U B
3aBUCUMOCT OT KJIMHUYHUS OTIOBOP M TOHOCHMMOCTTA, J103aTa MOXE Jia ce
noBuid 10 10 mg nHEBHO.

2. CenextuBHH S-(hocdoarecTepazHu HHXUOUTOPH

a) Sildenafil (M34.0; M34.1; M34.2) e cenextuBeH ¢ochoauecTepaseH HHXHOUTOP,

omobpen 3a neuenne Ha PAH II, III, IV ¢yaknuonanen kmac. B emgno
PaHIOMU3HUPAHO KJIMHUYHO MPOYyYBAHE € JI0Ka3aHa HeroBaTa €()EeKTUBHOCT MpHU
SSc-PAH, karo ce ycraHoBsBa momoOpsiBaHe Ha (DU3MUECKUS KalaluTer,
(GYHKIMOHATHUS KJIAC M HAKOM XeMOJAMHAMUYHH TOKa3arenu. [Ipenoppunrennara
no3a ¢ 3 x 20 mg, 40 mg, 80 mg, kato ¢ mokazaH npu O0THM Oe3 AOCTAaThUYCH

edekT ot Bosentan.

3. Hurpasenozen Epoprostenol. Omobpen or FDA 3a ncuenue Ha texkka PAH (I, IV
GyHKIIMOHAJICH Kiac), MNpwiara ce B npoawbkurenHa wuHby3us 2 ng/kg/min.
IporuBomnokasan e npu Texka JIK cucronna muchyHkims u 6e10apodeH OTOK.

[Ipenopbku

Cuna Ha
npernopbKaTa

I1. CkJjepoaepma-cBbp3aHa NyJMOHATHA apTepuaina xunepronus (SSc-PAH)

JIBe paHIOMH3MpaHH KIMHUYHHM IPOYYBaHHs yCTaHOBsBaT, 4ye Bosentan mogoOpsiBa
bu3ryecKus KananureT, GyHKIHOHATHNSA KJIaC M HAKOM XEMOIMHAMHYHU MOKa3aTeJIH.
IToka3au 3a neuenue Ha SSc-PAH

A/B

JIBe paHIOMH3MpaHH KJIMHUYHU MPOYYBAHUS yCTaHOBsBaT, ue Sitaxentan mogoOpsiBa
¢u3nueckus KamauureT, GYHKIUOHATHUA KJIac M HIKOW XEMOAWHAMHUYHU ITOKA3aTelIH.
Cs1r10 nokasas 3a jedyeHue Ha SSc-PAH

A/B

EnHo paHmoMusupaHo KIMHHYHO Tpoy4BaHe nokaszBa, d4e Sildenafil momno6Opsisa
(usryeckus Kamanurer, GYHKIMOHAIHHS KIaC M HIKOW XEMOJMHAMHYHH MMOKA3aTeln
[pH MyJIMOHAITHA apTEPUAIHA XUIIEPTOHUSI

A/B

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

EnHo panmoMu3npaHo KJIMHHYHO MPOYYBaHEe J0Ka3Ba, 4e MHTpaBeHo3Hus Epoprostenol
nogoOpsiBa Gu3MUecKHs KanauuteT, (pyHKIMOHATHMSA KJIaCc W HIKOM XEMOJWHAMHYHH
MOKa3aTely Npy MyJIMOHAJIHA apTepuanHa xuneptonus. Ilokaszan npu texxka SSC-PAH

II. Ckiaepoaepma-cBbp3aHa MYJMOHAJIHA apTEPUATHA XUNIEPTOHUSA
1. EHOoTennHOBU PEelEeNITOPHU aHTarOHOCTH

a) Bosentan — tabmetku 62.5m g u 125 mg, 3amousa ce 2 x 62.5 Mg 3a 4 ceaMuIm,

cJie]l KOETO Jio3aTa ce MoBuilasa Ha 2 X 125 mg.
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b) Ambrisentan — ta6nerku 5 mr. IIpenoppunTenta q03a 5 mg BeIHBK JTHEBHO 3a
3all0YBaHe Ha JICYEHHETO M B 3aBUCHMOCT OT KJIMHHYHUS OTCOBOp W
MOHOCHMOCTTA, JI03aTa MOXe Jia ce MOBHUIIK 10 10 mg THEBHO.

2. CenextuBHU 5-pocdoauecrepasHd HHXUOUTOPHU

a) Sildenafil — ra6bmerku 20 mg. IIpenoprunrtennara gHeBHa g03a € 3 X 20 mg.

I11. Ipenopbrku na EULAR/EUSTAR 1ipu ckJiepoepMa-cBbP3aH0 KOKHO aHTaKHpaHe
1. Metotrexate. B 1Be paHgoMHM3MpaHUW KIMHUYHM TPOYYBAHHS € JOKa3aHa
epextuBHOCTTa HAa MTX MO OTHOILIEHHE KOXXHHUTE IMPOSBH, OICHEHH 4Ype3 T.Hap.
Rodnan skin score. TToka3aH 3a npuJIoKeHHE NMPH paHHATa TU(Y3HA CKIEPOACPMUSI.
[MpenopwsunTennara no3a ¢ 15 mg/ceamuyno.

[Ipenopbku Cuna Ha
npernopbKaTa

II1. CkiiepoiepMa-cBbP3aHO KOKHO AHTAXKUPaHe

JlBe paHIOMU3UpaHH KIMHWYHUA TNpOy4YBaHHWsS ycraHOBsBaT, 4ye MTX momoOpsia | A
KOXXHOTO 3acsiraHe mpu OojiHM ¢ paHHa audy3Ha SSC. He ca jqoka3aHu MOJIO0XKHUTCITHH
e(eKTH BbPXY IPYTU OpPraHHU MOPAKEHHUE.

Metotrexate ce mpemopbpuBa 3a JeUeHHWE HAa KOXXKHHTE MPOSBU MPU OONHH C paHHA
mdysHa GpopMa Ha CHCTEMHA CKJIepo3a

B Bwarapus cnopea kparkara xapakrepucTuka Ha npoaykrure (KXII):
I11. Ckaeponepma-cBbp3aHO KOKHO AHTAKUPaHe
1. B kparkara xapaktepuctuka Ha Metotrexate HsiMa TepaneBTHYHO IOKa3aHHE

IIPOTPECUBHA CUCTEMHA CKJIEpO3a. BBIpeku ToBa OCHOBABalKM C€ Ha NPENOPBKUTE HA
EULAR/EUSTAR Metotrexate ce u3mnon3Ba KaTo IMYHOCYIIPECUBHA TEPAIHs IIPH OOTHH
ChC CHCTEMHa CKJiepo3a. B kiimHNYHaTa MpakTHKa ce 3arnousa ¢ 1o3a 10-15mg/ceamuyso,
C MOBMILIABaHe Ha Jj03ara ¢ 5SMQ/ceAMHUYHO 10 JOCTHraHe Ha MacKuMalHa Jo3a 25-
30mg/cenmuuno. Edekrsr HacTbnBa Mexay 27" u 3™ mecen. MTX mogoGpsisa skin
Score, OLIEHSBAI CTENEHTAa Ha KOXKHO YIUIbTHEHHE, €(PEKTUBEH MpU apTPUT, MUO3UT,
pa3BHBaIll C€ B X0Ja Ha CUCTEMHA CKJiepo3a. JlekapcTBeHuTe (PopmMH, MPUCHCTBAIIM Ha
nmasapa ca tadserku 2.5 mg; 5 mg; 10 mg u ¢urakoHu 3a MapeHTEPATHO MpUIIOKeHHE S0
mg/5ml; 1000 mg/10ml.

2. D-penicillamine e ¢ anTidubpoTnveH epekT u IoKa3aHa ehEKTUBHOCT BPXY KOXKHOTO
yIUTBTHEHHE TpH ckiepoiepmus. CHcTeMHara CKIepo3a He € BKIIOYEHa Karo
TepareBTUYHO MOKa3aHKUEe B KpaTKara XxapakTepucTuka Ha npoaykra. D-penicillamine e
npucbkcTBa M B mpenopbkute Ha EULAR/EUSTAR 3a nedeHme Ha mporpecuBHa
CHCTEMHA CKJIepOo3a.
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IV. IIpenoprkn nHa EULAR/EUSTAR npu ckiepoaepMa-CBbpP3aHO HHTEPCTHI[HATHO
0es101po0OHO 3a00/19BaHe.
1. Cyclophosphamide cpoOpa3no aBe paHIOMH3UpPAaHH KIMHUYHA MPOYYBAHHSA CE
IpernopbhyBa 3a JICYCHUE Ha UHTEPCTUIIHAIHO 0es10poOHO 3a00iABaHe, Pa3BUBAIIO CE B
X0Jla Ha MPOTPECHBHA CHUCTEMHAa ckiiepo3a. [IpermopbunTesiHaTa 1032 MPHU MEPOPATHO
nputoxkenne ¢ 1-2 mg/Kg/IHEBHO MM TIpU mapeHTepanHo npioxenne 600 mg/m? B 6
nopenun Mecena. Ciiel ToBa JICUCHHETO CE TMPOIBIDKaBa C JAPYr HMYHOCYIIPECOP
Azathioprine 2.5 mg/kg. Cyclophosphamide moBuiaBa ToTanHus BHTAJE€H KaralUTeT,
bopcupanusi BUTAJICH KalaluTeT, U M0A00psiBa Ka4eCTBOTO HA KHUBOT MPU TE€3U OOJIHH.
He nosnusiBa mudysnonnns kamanuret 3a CO.

[Ipenopbku Cuna Ha
npenopbKara

IV. CkjaepoaepMa-cBbP3aHO HHTEPCTUIMAIHO 0e101po0HO 3200J1ABaHe

JIBe paHIOMHU3UpaHU KIMHUYHHA TPOy4YBaHuWs ycraHoBsiBat, ue Cyclophosphamide | A
TpsiOBa 1a ce W3MOoN3Ba 3a JICYEHHE Ha WHTEPCTHIHMATHO OeloIpoOHO 3adoisBaHe,
pa3BHJIO CE B X0/1a HA CHCTEMHA CKJICPO3a, BHIIPEKU HErOBaTa TOKCHYHOCT

IV. Ckaepoaepma-cBbp3aHO HHTEPCTULHMATHO 0€10ApO0HO 3a00/1iBaHe
1. Cnopen kparkata xapakrepuctuka Ha npoaykra Cyclophosphamide e mokazan mpu
OO0JHM C BacKyJIUT U HMHTepcTUlIMaiIHa OenmonpoOHa (ubposa, ¢pubpo3upaliy aaBEOTUT
pa3BWIM Ce B XOJa Ha CHCTeMHara ckieposa. Ilpumara ce B mo3a 1-2 mg/kg/aHesHo.
JlekapcTBeHHTE (OPMHU, IPUCHCTBAIIM Ha Ma3apa ca Tabnerku 50 mg; gpuakornu 200 mg u
500mg nuodmm3ar 3a HHKEKITMOHHO TPUIIOKEHHE.

*Cnopen npenopbkute Ha EULAR/EUSTAR npyr umyHOCYIpecop, KOWTO ce W3M0I3Ba
OpYU  HMHTEPCTUIUATHOTO OenmoapoOHO 3a0onsiBaHE TPU  CKIEPOJACPMHS TOBa €
Azathioprine. B Hnamara cTpaHa TOBa TEpaneBTHYHO MOKa3aHHE HE € BKJIIOUCHO B
KpaTkaTa xapaktepucTuka Ha Azathioprine.

2. Nintedanib (M34.0, M34.8) — B bwarapus cnopen Kparkara XapakTepHCTHKa Ha
nponykrtute (KXII), Nintedanib e mokazaH mpu BB3pacTHH 3a JICUCHHE Ha CBBp3aHa ChC
CHUCTEMHA CKJIepOo3a MHTepcTUIHaiHa Oenoapoona 6omect (SSc-ILD). IIpenoppunTennara go03a
HuHTeAaHuO e 150 mg ABa MbTU AHEBHO, MPUIIOKEHA IPUOIU3UTENHO pe3 12 yaca.

JlHeBHa no3a ot 1Ba mbTu 110 100 mg ce npenopbyuBa 3a U3MOJI3BAHE CAMO P MAllMEHTH, KOUTO
ca MoKa3aJli HEMOHOCUMOCT KbM JIHEBHA J103a OT JBa mbTH No 150 mg. Ako Oble mpomycHaTa
€lIHa J03a, TNPWIOKEHHETO TpAOBa Ja MNPOABIKM OT CleABalllid IJJaHOB TpUEM TpuU
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MpenopbUYUTENHATA J103a. AKO OBbJe MpoIlycHaTa 103a, MAlMEeHTHT HE TpsOBa Aa mpuema
JOMbJIHUTETHA A03a. He TpsOBa 1a ce HaBuIIaBa MpernopbunTeHaTa JHeBHa q03a oT 300 mg.

JlekapcTBenuTe (OpMH, MPUCHCTBAIM HA IMa3zapa ca MEKH KancCynu chabpkamu 150mg umm

100mg Nintedanib (mox hopmara Ha e3mar).

IIpenopbvku Cuna Ha npenopbkaTa

CkilepoepMa-cBbP3aHO MHTEPCTUIIHAIHO 0eJI0APOOHO 3200/151BaHe

Pangomusupano, JIBOMHOCIIAIIO, | A
MHOTOLIEHTPOBO, ~ MapIieNHO,  IIanebo-
KOHTPOJHPAHO KIMHUYHO poy4BaHe
SENSCIS ycranossiBa, ye Nintedanib mosxe
Ja Cce M3MOoi3Ba 3a  JICUYCHWE  Ha
MHTEpCTULMAIHO OenoapoOHo 3abossiBaHe,
pa3sBWIIO C€ B XOJla Ha CHUCTEMHa CKJepo3a
(SSc-ILD), wna ©0a3a Ha TOCTHUTHATa
IbPBUYHA KpailHa TOYKA - MOHIKEH TEMII
Ha crnag Ha  (GOpCUpPAHMAT  BUTAJIEH
kanaruteT (OBK) 3a nepuoa ot 52 ceamunu
CpaBHEHO C I1anedo rpymnara.

V. Ilpenopbku Ha EULAR/EUSTAR npwu ckiiepoepMHa peHaJIHA KpH3a

[Ipenopbku Cuna Ha
npernopbKaTa

V. CkiepoaepMHa peHajiHa KpHU3a

JluncBat paHmOMM3MpaHU KIMHUYHM HpoyuBaHus, ekcrneprtute mnpenopbuBar ACE- | C

MHXHOMTOPHTE J]a Ce M3MOJI3BAT 3a JICUCHHE Ha CKIEPOIePMHA PEHATIHA KpU3a

Yetupn peTpOCHIEKTHBHU TPOYYBaHMs 3aKJIOUBAT, 4Ye cTepouanTe ca cBbp3aHu ¢ | C

NOBUILICH PHUCK OT pa3BUTHE HA CKJIEpOJepMHAa peHanmHa Kpusa. boiHuTe Ha

KOpTUKOCTEpOHIM TpsiOBa Ja ObJaT BHUMATEIHO MOHHUTOPHPAHU 3a apTEPUATHOTO

HaJsiraHe ¥ 0b0pevHa QyHKIMs

VI. lIpenoprku Ha EULAR/EUSTAR npu ckiepoaepma-cBbp3aHo 3acsirane Ha TUT

npenopbuBar PPl (MHXHOUTOPH HA MPOTOHHATA MMOMIIA) 3a MPEBEHIMs OT Pa3BUTHE HA
ractpoe3dareaneH pedykc, I3BH Ha XPaHOIIPOBOIA M CTPYKTYPH

[Ipenoprkn Cuna Ha
MpenopbpKara

V. Ckaepoaepma-cBbp3aHo 3acsirane Ha T'UT

Bobnopekn numncata Ha paHAOMM3UpPAHM KIMHUYHM [pOy4BaHUs, ekcrneptute | B
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Bompekn smrcata Ha paHIOMU3HWpAHH KIMHWYHM TpoyuBaHwsa, ekcrepTure | C
MpeTopbYBaT MPOKHHETHUINN 32 JICYeHHE Ha CKIEepoJepMa-CBHP3aHUTE HApYIICHUS Ha
MOTHJIUTETA — TUcharus, ractpoe3odareasieH pedayke, ICEBIOOOCTPYKITUS U T.H.

Bemnpekun nwmmcata Ha paHIOMHM3MpAHW KIVMHUYHM TpOyYBaHus, ekcruepture | D
MpernopbyYBaT aHTUOMOTHYHA Tepanus IMpHu ManmadcopOIus, pe3ynTaT oT OaKTepuajeH
CBPBXPACTEK

ABTOUMYHHHU MHUO3UTHU (mo MKB xox M33)

I. Je¢pyuunus
ABTOMMYHHHMTE MHO3UTH Ca Tpyla CUCTEMHH aBTOMMYHHHU OOJIECTH, XapaKTEpHU3HpAIlU Ce C
XpPOHUYHO MYCKYJHO BB3MAJCHUE, PE3YNTaT OT aKTHBHpAHE Ha KICTHYHUS M XyMOPATHUS
UMYHECH OTIOBOp, MMYHOTCHETHYHHM BapHallMM M IO3MTUBHpaHEe Ha aBToaHtuTena (AAT) B
cepyma Ha Hsikou 001HM. Hali-001110 aBTOMMYHHUTE MUO3UTH CE MPOSIBSABAT C:
= [Iporpecupaiia, CUMETpUYHA, IPOKCUMAJIHA MYCKYJIHA C1a00CT
* [loBHIICHO CepyMHO HHMBO Ha MYCKYJIHUTE eH3uMH — KpeaTuH(pocdokunaza (KDK),
naktaraexuaporenesa (JIJ1X), anmgonasa
* EnexTpomMuorpacku NpoMeHH
*  CTpyKTYpHH W/WIN BB3NATUTEITHN N3MEHEHEHUsI B OMONTAT OT MYCKYJTHA ThKaH
* EKCTpaMyCKyJHM TMpOSBM C AaHraxkupaHe Ha KOXa, CTaBu, Osi1 Jpod, cCbple,
racTPOMHTECTHHAJICH TPAKT;

II. EnnaemMuoJiorus

ABTOMMYHHUTE MHO3UTH ce cpemiaT B 2-10 cioyyas Ha 1MJIH., ¢ IPEeUMMYIIECTBEHO 3acAraHe Ha
KeHCKHs modt 2,5:1. YcTaHoBeHO e, 4e B ObJrapckaTa MoIyJalus 4ecToTaTa Ha JepMaTOMUO3UTa
e 1,09/100 xumn. mymm.

III. luarno3a Ha aBTOMMYHHHUTE MUO3UTH
OnopHu TOYKHM B AMArHo3aTa Ha aBTOMMYHHHSI MHO3HT € YyCTaHOBSIBAHETO Ha!

» KJMHHMYHA KapTHHA, MPEJICTaBEHA OT MPOKCHMMAaTHAa MYCKYJIHA CJIa0OCT WM MYCKYJTHA
CJ1ab0CT B PAMEHEH U Ta30B TIOSIC

* VBeNWYEHH CEPyMHH HHUBA HAa MYyCKyJIHHTe cH3uMH (KpeaTmH(OCOKHHA3A,
JAKTaTACXUAPOTCHE3A, al0s1a3a)

»  EnektpoMuorpa)CcKd MPOMEHH, TPEACTAaBEHH OT TOJdU(a3HH, HHUCKOAIUIUTYIHH
aKIMOHHY TOTEHITUAIN ¢ KhCa MPOIBIIKUTEITHOCT, HATMYAETO Ha CIIOHTaHHA aKTHBHOCT,
MTPOMEHHU HacOYBAIlH KbM MHUOTEHHA yBpeaa

» [lo3uTuBUpaHE HA PA3JIUYHA MHO3UT-CICHU(PUYHU W MHUO3UT-ACOIMUPAHU AHTHUTEA
(aHTH-CHHTETa3HU AHTUTEIIA, BKIIIOYBAIIK aHTHTENA, HacoueHu cpemy Jo-1, PL-12, PL-7,
EJ, OJ, KS, Zo, Ha anturenn, antu-SRP, antu-Mi-2, antu-CADM-140, antu-SAE,
antu-p155/140, antu-pl40 (antu-CADM-140), antu-p200/100, antu-MJ (antr-NXP-2),
ant-PM/Scl, antu-Ku, antu-sSnRNP, antu-R060, antu-R052)

83




* XWCTOJOTMYHM TPOMEHM B  Marepual OT  HANpe4yHO-HAOpa3[geH  MYCKYI,
XapaKTEePU3UPAIIN Ce C Bb3MAIUTENICH HHPUITPAT, ChCTaBEH OT MOHOHYKJICAPHH KIICTKH
(mumdpoumnT, Makpodaru, IUIa3MaTHYHH  KJIETKH), MHOQArus, HEKPOTHYHH
pabpomuonnTH, nepudacuuKyiIapHa aTpodus, pereHepaTuBHU MPOMEHH, 3aMECTUTETHA

¢dubpo3a.

I[narﬂo3aTa Ha aBTOUMYHHUTE MUO3UTH C€ OCHOBaBa HA M3NIbJABAHETO Ha ONIPEACICH 6p()l7l

AUATHOCTUYIHHU KPUTECPUH.

IV. luarHocTHYHM KPUTEPUH

Exnu oT chinecTByBalIMTE U IBJITO BpeME M3MOJI3BaHU B KJIMHUYHATA MPAKTUKA KPUTEPUU TPU
aBTOMMYHHHUTE MHO3UTH ca Te3u Ha Bohan&Peter ot 1975r., kouTo KpUTEpUH BKIIIOYBAT:

1) CumerpuuHa, IPOKCUMAaIHA MYCKYJIHa c1ab0CT

2) TloBuiaBaHe Ha CEPYMHUTE HUBA HA MYCKYJTHHTE CH3UMH

3) Enexrpomuorpadcku mpoMeHH

4) Xwucronornynu Oelie3d XapakTepU3Upald Cce€ ¢ JIereHepaTHBHH,

H3MCHCHHUA, HCKPO3a,
HHTCPCTULINYMA

(I)aFOI_[I/ITOBa U MOHOHYKJICAPCH KIICTHYCH I/IH(bI/IJ'ITpaT

pereHepaTuBHU

B

5) Tunuyau KOKHHU TposiBU mpu JIM, BKIIIOUBAI XeIHOTPOIIeH 00puB, manyau Ha Gottron,

cumiroMm Ha Gottron;

V. ludepeHunanna 14arHo3a

I[nq)epemmamlaTa AUMArHo3a Ha MUO3UTUTE € TBBPJC IHUPOKA U BKIIFOYBA:

3a00ss1BaHUs, KOMTO CHII0 MPOTHYAT C MYCKYJIHA CJ1a00CT

Hesponoruunu 3a6omsiBanus

Myckysian gucTpoduu — MmyckyiHa auctpodus tun Becker, tum
NOsAC-KpaiiHUK, (acMOCKaITyJI0XyMepaliHa TUCTPOUs

HepBHo-mMycKkyJiHHE 3a00as1BaHust — Myasthenia gravis,
MCeBIOMUACTEHEH cuHapoM Tun Eaton-Lambert

IMoMHeBpONATHH — OCTPA BB3NAIUTEIHA JeMUCITHHA3UpAIIA
nonupaaukyiaoHesponarus tan Guillain-Barre, xponnasu
HOJIMPAANKYIOHEBPOIIATHH

HeBponerenepaTuBHu 3a60/19BaHUs — JTIaTepaHA aMUOTPOPHIHA
ckieposa, [lapkuHcoHOBa OonecT

Jlpyru MMonaTMM — KOHT€HUTATHA TAPAaMHOTOHNSA, MUOTOHWYHA
TUCTPOdUS, XUIMOKATHEMUIHA U XUIIEPKATNEMUYHA TIEPUOANIHA
napanusa
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CnuHanHa MYCKYJIHA aTpodust

JlexapCcTBO-UHIYIIUPAHU u | JlekapcTBa - cratunm, pudbparu, Zidovudine, 6apouryparu,
TOKCUYHU MHUOIIATUU NMeHUIUIaMuH, KopTukoctepouan, Chloroquine, Colchicine, conu
Ha 31aToTO, antuaenpecanty (SSRI), antuncuxoruiy,
cyndonamuau, Cyclosporine, Cyclophosphamide, Hydralazine

Toxcnam — aJIKOXOJI, KOKaruH, NCCTUIIU N

EnpoxpuHHT 1 METa0OTUTHH EnoxkpuHONaTHH — XUTIOTUPEOAU3BM, XUTIEPTUPEOAUIBM,
MHUOTIATHN XUNEPKOPTUIINZBM, XUTIOKOPTUIIU3BM, aKPOMETaIIHS,
XUTOMAPaATUPEOTUZHEM

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

MeTa60MTHU HAPYIIEHUS] — KyMYJIATUBHU TJIMKOTEHO3H,
KyMYJaTHBHH MYKOJUITHIO3HU, YPEMHUS, YePHOIpOOHA
HEJOCTaThYHOCT, NeuIuT Ha BUTamuH J{, ButamuH E,
MaJ1abCcOpOIIMOHEH CHHAPOM

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

Bakrepunm — cenTuyeH MHO3UT (CTa(QUIOKOKH, CTPENTOKOKH,
Clostridium perfringens), Mycobacterium tuberculosis

IMapa3uru — Toxoplasma, Trichinella, Schistosoma, Cysticercus

B mudepenunanHo-auarnocTuyeH miaH TpsOBa 1a ce UMatT NPEeABUA U PA3IUYHU PeBMATUIHH
3a00IBaHUsI, TPOTUYAIIY C KIMHUYHA KapTHHA N0J00HAa Ha Ta3H MPU MHUO3UTUTE — MYCKYJIHA
¢i1a00CT, MUAIITHH.

Jlpyru peBMaTH4YHHU 3200/19BaHMs, IPOTHYAIIM C MYCKYJIHA €J1a00CT, MUAJTHH

CucreMHH 3200JIsIBaHUS HA CHcTeMeH JIynyc epuTeMaTo/1ec
CheIMHHUTEITHATA ThKaH IIporpecuBHa cucTeMHA CKJIepo3a
IIpunokpuBauM CHHAPOMH — AHTUCHHTETAa3eH CHHIPOM,

MOJIMMHUO3UT/CKIIEPOJICPMHUS CHHIIPOM
BackyauTn, noJuapTepuuTHC HOI03a

MeKoTbKaHHH PEeBMATUYHH IMoauMuaarusi peBMaTHKa
3a00sIBaHUS ®uopomuanrus/Pudpo3ut/MuodacuuaieH 00JIKOB
CHHIIPOM

INaaunapOoMHYEeH PeBMATU3BM

Bp3nanurenno-craBuu 3a0ossiBanusi | boJect Ha Still (cucremna ¢popma Ha peBMaTOMICH apTPHT)

VI. JleyeHne Ha aBTOMMYHHHUTE MUO3UTH
IlenTa Ha JIeYEHUETO € MOCTUraHe Ha PEMHUCHS U MaKCUMAJIHO JBJITO BpeMe NOIbpKaHe Ha Ta3H
pemucus. Ha Hactosmm eran Hama npueru npernopbku ot EULAR (The European League
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Against Rheumatism) u ACR (American College of Rheumatology) 3a neuyenue Ha
ABTOMMYHHUTE MHUO3HUTH.

1. T'1IOKOKOPTHKOMIMTE Ca Tepanus Ha IbPBHU U300p B JICYCHHETO HA ABTOMMYHHUTE
MUO3UTH. Bbhnpeku nuncara Ha KOHTPOJMpPAaHM KIMHUYHM WM3MUTBAHMS Pa3IUdHU
aBTopu mnpeamnonarat, 4e ['K ca Hail-ehekTHBHOTO CpeACTBO 3a JICUYCHHE Ha
JIEPMaTOMHUO3UT U moJimMuo3uT. Havannarta no3a u npTa Ha npwiarane Ha ['K ce
ompezenss OT TexecTra Ha 3aloygBaHeTo W Opost (aKTOpH, CBBbpP3aHU C JIOIIA
mporHo3a Ha Oonecrra. Haif-uecto B KIMHMYHATa HpakTHKa ce 3amoyBa ¢ 1-2
mg/kg/nueBHo. B ciyuaute Ha TEKBK MHO3MT, NMPH HATHMYUETO Ha OCIOAPOOHH,
CbpJCUYHM U TaCTPOMHTECTHHAJIHH MpOsSBH ce mnpuiara nyiac tepanus ¢ [K
1g/nHeBHO/BeHO3HO B TpH mocienoBarenHd gHH. Cropea KIMHUYHHS — OIUT
mbppBoHavanHara f03a ['K ot 1-2 mg/kg/nueBHo TpsiOBa na ce npuiara moHe 1 mecer
WIA 10 HOpMallu3upaHe CTOWHOCTUTE Ha KpearnH(pochokmHazaTa, ciell KOeTo ce
HamasiBa jo3ara Ha ['K ¢ 25% MecedHo mo mocturane Ha moyrbpikamia jgo3a ot 5-10
mg/aueBHo. Ilpoabmxutennocrra Ha mnoagbpxkamara ['K Tepamus ce ompepens
WHIUBUAYAIHO, KaTO CIIOpe]l HIKOM aBTOpU TpsOBa /Ja ce MPOIBIIKHU MOoHE 6 Mecela
Clie]] TOCTUTaHEe HA KJIMHUYHA PEMUCHSL.

» Methyprednisolone (MKB M33.0, M33.1). Criopext KpaTkaTa XapaKTEpUCTHKA Ha
npoaykra Metheylprednisolone e nmoka3san 3a jeyeHne Ha KOJareHO31, KOHKPETHO
CHCTEMEH JEePMAaTOMHO3HUT, 10 BpeMe Ha ek3arepOarus Wik KaTo MOATbPIKaIio
neuenue. JlekapctBeHuTe (GOpMH, IPUCHCTBAIIM Ha MTa3apa B HAIlaTa CTpaHa ca:

- amITyIi ¢ JTMO(HUITN3aT 32 MHXKEKIIMOHeH pa3TBop — 6.31 mg; 15.78 mg; 40 mg;
125 mg; 250 mg; tabnerku 4 mg;

* Prednisolone. Crniopen kpatkara xapakTeprcTuka Ha mpojaykra Prednisolone e
MOKA3aH 3a JICYUCHUEe Ha CHCTEMHH 3a00JISIBAHUS HAa ChEAMHHUTEIHATA ThKaH, CPEeJl
KOMTO M MHUO3HMTHUTE — MOJIMMHO3UT U JepMaToMuo3ut. Prednisolone mpucbcTa
Ha masapa o popMara Ha: TabiIeTKu 5 mg

= Dexamethasone (Prednosolone F). Crmopen kparkaTa xapakTepHCTHKa Ha
IpoOaAYKTa Dezamethasone € IOoKa3aH 3a JeUeHHEe Ha CUCTEMHH 3a00JIIBaHHSA Ha
CbCAUHUTCIIHATA TbKaH, CpPE€A KOUTO U MHO3UTHUTC — TOJUMHO3UT U
ACPMATOMHUO3HT. HeKapCTBeHI/ITe (bOpMI/I, MNpUCHCTBAILIM HA IIa3apa B HallaTa
cTpana ca: Tabserku 0.5 mg

* Prednisone (Dehydrocortisone). Cnopex kpaTkara XapakTepHCTHKa Ha
npoxykra Prednisone e moka3aH 3a J€YCHHWE Ha CHCTEMHHU 3a00JsBaHUS Ha
ChEJIMHUTENHATA TbBKaH, CpeJ KOUTO M MHO3HTHUTE — MOJMMHUO3HT W
nepmaromuo3ut. Prednisone mpuchbcTBa Ha masapa moj Gopmara Ha: TabIeTKH 5
mg
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2. HMmyHocynpecuBHH CpecTBa

HpnnaraHeTo Ha HIMYHOCYIIPECHUBHH CpC€ACTBA MLCJIM IIOCTUTraHE Ha HO'I[O6’bp
TEPAIICBTUYCH OTrOBOPp W HaMalIdBAaHC Ha CTpaHUYHH C(l)eKTI/I INPpUIUHCHU OT
KOPTUKOCTCPOUIUTE.

Metotrexate e mMmyHOCympecop Ha MBpPBH H300p NMpH OONHU C ABTOMMYHEH
muo3uT. Edexrpr HacTpea Mexay 27" u 37" Mecerl. B kimHHYHATA IPAKTHKA CE
3amoyBa ¢ no3a 10-15mg/cenmuyno, ¢ OBHIIaBaHE HA J03aTa ¢ SMQ/CeIMUIHO
70 JIOCTUTaHE Ha MacKuMaiHa nao3a 25-30mg/cenmuuno. EdexTuBHOCTTa Ha
Metotpekcar cpen OOJHM C aBTOMMYHEH MHO3MT € JO0Ka3aHa B KOHTPOJIHMPAaHU
KIMHUYHK TIpOyYBaHWs. B Hamara cTpaHa CHUCTEMHUTE 3a00JIsiBaHUsI Ha
ChEIMHHUTEIHATA ThKaH, KOHKPETHO aBTOMMYHHUTEC MHO3UTH, HE Ca BKJIIOYCHU
KaTo TEPaNeBTUYHO MMOKa3aHUE B KpaTKaTa XapakKTepucTuka Ha mpoaykra. MTX
MPUCHCTBA HA Ma3apa nmoja ¢popmara Ha: Tadsetku 2.5 mg; 5 mg; 10 mg; ¢rakonun
3a mapenTepanto npuiaoxenne 50 mg/s5ml; 1000 mg/10ml

Azathioprine ¢ epexkTuBeH PU KOPTUKOCTEPOUA-PE3UCTEHTHH OOJHH C MHO3HUT,
KaTo OTrOBOPHT HACTHIIBA MM0-0aBHO B CpaBHEHHE C mpuiiokeHuero Ha MTX.
HueBHata edexktuBHa go3a ¢ 150-200mg/mueBHo. EdexktuBHOCTTA Ha
AsatuonpuH cpe O0JHM C aBTOMMYHEH MHO3MUT € J0Ka3aHa B KOHTPOJIMpaHU
KIMHUYHU TpoyyBaHus. B Hamara crpaHa cucteMHUTe 3a00JiiBaHHS Ha
CbCANMHUTCIIHATA TbKaH, KOHKPCTHO ITOJUMMHO3UTH, Cca BKJIKYCHU KaTo
TeparneBTHUYHO MOKa3aHHe B KpaTKaTa XapaKTepUCTHKA Ha MPOAYKTa A3aTHONPHH.
[MpenopsuntenHara aHeBHA g03a € Mexay 1-3 mg/kg/aueBHo. Asatnonpu
MpPHUCHCTBA HA Ma3apa moa ¢popmara Ha: Tadnetku 50 mg

Mycophenolate mofetil e npunaran npu manku rpynu 6oiau ¢ 'K pesucrenten
MOJIMMHO3HT/IEPMaTOMHO3UT, Clie] HEyclex OT Tepamusta ¢ mMmetotrexate u
azathioprine. 3amouBa ce aBa mMbTH AHEBHO 1Mo 500mMQ, ciiex KOeTo jgo3ara ce
NOMIIaBa Ha 2 MBTH JHEBHO mO 1Qr wim 2 Qr. B Hamara crpaHa CHCTEMHHTE
3a00JISIBAHYSI HA ChEIMHUTEIHATA ThKaH, KOHKPETHO aBTOMMYHHHUTE MUO3UTH, HE
ca BKIIOUEHH KaTO TEPANeBTHMYHO MOKA3aHWE B KpaTKaTra XapaKTepHCTHKA Ha
npoxykra Ha mycophenolate mofetil. Mycophenolate mofetil e na na3sapa mox
dopmara Ha Tabnetku 250 mg; 500 mg

Cyclophosphamide e edexTrBer npu OOJHH C BacKyJIMT W HHTEPCTHIIMAIHO
6enopoOHO 3a00sABaHe, pa3BWIM CE B X0Jla HA aBTOMMYHHUSI MHO3UT. [Ipunara
ce B 103a 1-2 mg/kg/mreBHo mim 600 Mg/M? BEHO3HO B ©XKEMECEUHH ITyJICOBE, 3a
6 Mecenla. B Hamiata crpaHa CHCTEMHHUTE 3a00JISIBaHUS HA ChEIUHUTEIHATA
ThKaH, KOHKPETHO aBTOMMYHHUTE MHO3UTH, HE Ca BKIFOUCHU KATO TEPAIICBTHYHO
NOKa3aHWe B KpaTKaTa xapakTepucThka Ha mpoaykra Ha Cyclophosphamide.
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Cyclophosphamide mpuchcTBa Ha Hamus masap moxa Gopmara Ha: Tabietku 50
mg, daakonu 200 mg; 500 mg nmuoduan3aT 3a HHKEKIIMOHEH Pa3TBOP.

= Hydroxychloroquine, Chloroquine. B koHTpoaupaHy KIXHHYHH [IPOYYBAHHS €
J0Ka3aHa e(QEeKTUBHOCTTa MPH OOJHH C JEPMATOMHO3HUT, TYMOP-acOIMHUPaH
JIEPMAaTOMHO3UT, KAKTO ¥ MPH MAIMEHTH C IEPMATOMHUO3UT 0€3 MHO3UT WK CaMo
HaIMYME HA TUIUYHH KOXXHU Jie3uH, 0e3 MyckymnHa crnaboct. B Bowirapus e
peructpupan Chloroquine, xato B kparkara xapakTepHCTHKa Ha MPOAYKTa HE €
BKJIFOUCH aBTOMMYHHUSI MHO3HUT KaTO TEPANICBTUYHO MTOKa3aHUE.

3. buonormyna tepamusi. UnTtpaBenosnure umyHoriaodoyaunu (IVIG) cbabpxkar

IgG At ot Bcuuku cyOkiacoBe. Omnucanu ca 1Ba OCHOBHU MEXaHHM3Ma Ha JielcTBUE:
oOpasyBaHe Ha WAMOTHII-AHTHUIUOTHUIIHA MpPEXH M OCBIIECTBIBAHE Ha T.Hap.
oOpaTHa BpB3Ka, IIPH KOATO Ce MHXHOMpA curHaia B B kieTkuTe, ype3 MoTuCcKaHe Ha
Fc peuenropa (FCR), koiito B3ammozeiictBa ¢ FC ¢parmenta na At B IVIG. Karo
pe3ynTaT ce MOoCTUra MHXUOMpaHe aKTUBUPAHETO Ha KOMIUJIEMEHTa, KOETO OT CBOS
crpaHa HamaiasiBa HuBata Ha C5b-C9  memOpaHo-artakyBamius  KOMIUIEKC,
PECIEKTUBHO OTJIATAHETO MY B KaNUJISIPUTE — OCHOBEH MATOTCHETUYEH MEXaHH3bM
MIpH IEPMATOMHUO3UTA.

B uscienBanure cepur OT GOJHM ca MPUIAraHW PA3jIMYHK JT030BU PEKUMHU — MEKY
400 mg/kg/aueBno mo 2 g/kg/nHeBHO.

B kparkaTa xapakTepucTHKa Ha IPOJAYKTa aBTOMMYHHHUST MHO3UT HE € BKIIFOYEH KaTo
TEpaeBTUYHO TIOKa3aHMe.

Hedapmakosiornunure cpeacTBa Ha JICUCHHE BKIIOYBAT 0OydeHHE Ha OOJIHUS U
pexabunuranusa. PexaOunurtanMoHHaTa mporpama ce OIpeneist Bb3 OCHOBA
KIMHUYHUAS CTaIuil M TexecTTa Ha 3a0oisBaHeTo. TepameBTHUYHUAT TOIXOJ Ce
OTpesieNisi OT CTENEeHTa Ha 00JIeCTHA aKTUBHOCT U CTETIEHTa Ha ThKaHHO yBpEXKIaHe.

HeKapCTBeHI/I cpeacrea, € MOOKa3aHa e(beKTHBHOCT npu AaBTOUMYHHUTC MHUO3UTH, II'BT Ha
MPUIIOKCHUC U JO30B PCIKUM

JlekapcTBeHH NPOAYKTH

II'bT HA HpUJIOKEHHE

Jo30B pexum

Prednisone

IIepopanHo unu BEHO3HO
MIPIJIOKEHHUE

0.75 — 1 mg/kg/nHeBHO

Methylprednisolone

[Tepopanno unu BeHO3HO
TIPUIIOKEHUE
Benozno npunoxeHue

0.75 — 1 mg/kg/mueBHO

lgr B 100 ml canwmHeH pa3TBOp, IPHITIOKEH
3a 1-2h B 3 mopeaau 1HU

Azathioprine

[TepopanHo mpuoKeHNE

2-3 mg/kg/mHeBHO, eIHOKpATHA 71032

Metotrexate

IIepopanno npunoxeHue

7.5-20 mg/ceqMUYHO, TIPUIIOKEH €UH BT
B CeMHUIATA
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20-50 mg/ceaqMuyHO, IPUIIOKEH €THH ITHT
B CEJIMUIIATA

MyCKyIHO IPUIOKEHHUE

Cyclophosphamide 1.5 — 2 mg/kg/muerHo

600 mg/m?/mecedHo B 6 MOpeIHN Mecena

ITepopanno npunoxeHue
BenozHo npuiioxeHue

1 - 1.5 gr/aHeBHO, TIPUITOKEH [BA ITHTH
JTHEBHO

Mycophenolate mofetil [MepopanHo mpunoxxeHue

HNHTpaBeHO3HU BeHnosHo npunoxeHue 2 gr/kg, nmpuoskeH 3a 2-5 1HU, €
HMYHOTJIOOYJIMHHA MOBTApsIHE HA Kypca Ha BCekH 4-8 ceMuUIu
*Rituximab Beno3no npunoxenne 750 mg/m’ ma 1 u 14 new, kato Kypca

MOJKe J1a C€ TIOBTOPH Ha 6-9 Mecern

*TIpunarad B MaJKu CEPUH OT OOJTHH.

CUCTEMHHU BACKYJIMTU

I. Je¢pyuunus

CucremMHuTe BACKYJIUTUTC
XapaKTCPHUCTHKA BB3IAJICHUC HAa CbA0BATa CTCHA. ITocneauuuTe OT TOBA Bh3IAJICHUE Ca ChI0BA

ca XCTCPOrcHHa TIpylna KIWMHUYHA CHUHAPOMHU C OCHOBHA
OKJIY3Us U NCCTPYKLUA, C UCXECMUA U YBPCKIAHC HA TbKAHUTC U OPraHuTe, ¢ UJIn 0e3 Pa3BUTHC
Ha oOpraHHa HCEAOCTAaTbYHOCT. PaznnuaBar ce 3HAYMTEIHO MO CBOSTA €THUOIIaTOICHE3a, II0

KJIMHUYHATa CU KapTHHA U nporHo3a. Haii-o0111o0 ce pa3aensr Ha:

* nvpeuynu (MANOMATUYHU) U émopuynu (TIpOsBa HA JIPYro OCHOBHO 3a00isiBaHE WIIN
acolMUpaHy ¢ HH(PEKINHU, yroTpeda Ha JeKapcTBa WM €KCIO3UIUS Ha IPYTH XUMUYHU areHTH)

® JoKaausupanu B €CAUH OpraH UJin Cba, HO IMO-4CCTO Ca zeHepaﬂu3upaHu(cucmeMHu).

JIHeC ChIIECTBYBaT MHOTO KJACH(PMKANMH Ha BaCKYJIMTHTE, HO IMOPaId HEIOCTATHYHOTO
MO3HaHWE Ha €THJIOTHMATA M MaToreHe3ara BCE OIIe JIMICBA TaKaBa, YIOBICTBOPSBAIA BCHUKH
W3UCKBaHUA. EJMHM OT Hal-NMONyIspHUTE KiacH(UKAIMA Ce OCHOBaBaT Ha pa3Mepa Ha
3aCerHaTUTE ChIOBE, HA OCOOEHOCTHTE B XMCTOMATOJIOTUATA, KIMHHIHATE OCOOEHOCTH, KAaKTO 1
Ha [bpBUYHKM M BTOopuyHHM. OduinanHaTa ¥ Haii-uecTo m3mon3BaHa ¢ Tasu Ha Chapel Hill
Consensus Conference ot 1994 ronuna:

Pasmep Ha cpaoBeTe

[TepBUYHN

Bropuunu

T'onemu aprepun

(aopTa ¥ HCHHHUTE KIIOHOBE KBbM

KpalWHUIH, TJIaBa 1 [IH)

I'uranToKIeTHYEH apTEPUUT
Aptepunt Ha Takascy

Aoptut aconmmpa ¢ PA,
nHpexaun (cuduuc,
TyOEepKyJ103a)

Cpennu aprepun
(TMaBHU BHCLEPATHU apTEPHH)

Kiacuuecku PAN
Bonect na Kawazaki

XenatuT B acouunupan
MOJIMAPTEPUUTUC HOL03a

Marnku 1 cpeiHH apTepun

I'panynomarosa na Wegener
Cunapom Ha Churg-Strauss

Backynut npu RA, SLE, PSS
JlexapcTBa
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MHUKPOCKOIICKH MOJTHAHTHHAT Nudexrmm (HIV)

TpomOaHTHUT
Marku chaoBe Henoch-Schonlein purpura JlekapcTBa
(BeHyNH, KanuiIsApy, apTepuoiH, | KprornobyauHeMuueH Xenatut C uHbEKIHS
MHTPAaNapeHXUMHHU apTEPUATTHU | BACKYJIHT Heommazmu
Pa3KJIOHEHUS) Koxen

JIEBKOLIMTOKIIa3MYECH BACKYJIUT
CMmeceHa eceHIIMaIHA
KpHOTJIO0YTHHEMUS

II. BackyJHuTH HA rojIeMHUTE ChA0BE

KbM Ta3zu rpyna cnajnat ABe HO30JOTUYHU €JUHHUIM TMTAHTOKJIETHYHUAT apTepuuT (OojecT Ha
Horton) u aprepuunt Ha Takayasu. Te 3acsirat rojxeMu ¥ CpeJHH IO TOJIEMHHA ChI0BE, OCHOBHO
aopTaTa ¥ HEWHUTE IJIaBHM KJIOHOBE, KJIOHOBETE Ha IJaBaTa U FOPHUTE KpaHUIMU, HO CHILO
Taka U KOPOHapHUTE U OenopoOHUTE apTepun. Mexy TAX ChILIECTBYBAT Pa3jinyMsl, OTHACALIN
ce JI0 Bb3pacTTa Ha OOJIHUTE, NPEAUIECKIUATAa Ha ChA0BOTO YBPEXK/1aHe, KIMHUYHUTE MIPOSBU.

I'nranrokierbuen aprepunt (boaect na Horton)

I'uranroxnerpunusat aprepunt (bomect Ha Horton, GCA) e apTepuut Ha aopTara W IJIaBHUTE i
KIIOHOBE, OOMKHOBEHO T'PAHYJIOMATO3€H, C MPEIUJICKIUS KbM EKCTPAKpAHUATHUTE KJIOHOBE Ha
KapOTHJIHUTE apTepuul W BepTeOpasHuTe aprepuu. YecTo 3acsra TEMIIOPATHUTE AapTEpHH.
Havanoro o6uuaiino e mnpu mnaunumeHtd Haj 50 roAMHM M € acOUMUPAHO C PEeBMaTUYHA
nomumuanrus (PMR), kolTo mpencTaBisiBa KJIMHUYEH CHHIPOM Ha 0OJIKa M CKOBAHOCT B
pameHeH u Ta3oB mnosic. Moxe na uma PMR u 6e3 Hannunero Ha GCA. PaznpoctpanenueTo Ha
0osecTTa HapacTBa C Bb3pacTTa.

Haii-uecto ce manudectupa mexnay 65 u 75 roauHu, KaTo *eHUTe OOJeayBaT IBa MBTU IO-
yecto. Haif-ronsima e uectorata B CeBepHa EBpona u no CpenuzemHomopueto (20-30 601HM Ha
100 000 HaceneHue).

JlnarHosara ce moctaBs cropen kinacudukaiuonHure kpurepun Ha ACR (1990r), kato ca
HEOO0XOAMMHU MOHE 3 KpUTEPUS:

* Bw3pact >50 roxa.

* HoBoBB3HUKHAIO I11aBob0INE

* boJsika ¥ 4UyBCTBUTEITHOCT B TEMIIPAJIHATA apTEPUS

* CYE >50 mm.

* XHUCTOJIOTUYHO BepuUIIMPAHE HA IMarHo3ara
3a mocraBsHE Ha JMar€Ho3aTa c€ W3IO0JI3BaT pa3IMYHM OOpa3sHM W3CIEIBAaHMS C BHCOKA
CEH3UTUBHOCT U  CHEUU(UYHOCT: MArHUTHOPE30HAHCHO M3CJIeJBaHE C KOHTpAacT Ha

TeMIIopajHaTa aprepus, anruorpadus  Ha aopTHata  JIpra M KJIOHOBETE,
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KOMITIOThpHOTOMOTpadckara anruorpadus. B Muoro ot ciydaute Jormiep yarpacoHorpadusra
CBIIIO MOXKE J1a ObJie MHPOpPMaTHBHA.

Jleuenue

TepaHGBTI/I‘-IHI/ISIT moAXoJ BKJIKOYBA AJITOPUTHM HA MOBCACHUC ITPHU 'MIaHTOKJICTHbYHUA apTCPUNT

(TKA):

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

KiIt090BH KIIMHUYHH TIPOSIBH:
e  HoBomosBmIIO ce 0CcTpo TIIaBo6oHE
Bosesnenoct Ha ckamna
Kiayaukanno Ha JoJiHaTa 9eocT
3puTeTHN HAPYIICHUS, TUTUIOTHS
CI/IMHTOMI/I, XapaKTCPHU 3a MOJUMHUAITUA pEBMAaTUKa
ViurbTHEHHE, OOJIE3HEHOCT 110 X0/1a Ha a. temporalis
superficialis
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3arnouBaHe Ha KOPTUKOCTEPOUIHO JCUCHHE:

e Heycnoxuenn ciydan — 40 mg prednisolone (6e3
3PUTENTHHI HAPYILICHUS MM KIAyAUKAIHO Ha JI0JTHA
YeJIroCT)

e VYcnoxHenu ciydan - 60 mg prednisolone (3putentu
HapYIICHHS, KJIayJHKAIHO Ha JOJHA YEIIOCT)

e  Aspirin 75 mg/nHeBHO U MpuU ABETE IPYIIH, aKO HE €
NPOTHBOIIOKA3aH

Bonnus ce HacouBa 3a:
e DBuoncus Ha a. temporalis superficialis
e HeBpo-odranMonoruuHo uscienBaHe

o ™~

(+) pe3ynrat oT Guorcus (-) pesynTar ot 6Guoncus

Tepanus 3a nmpennasBaHe Ha KOCTUTE

\ \

IMocTenenHo HaMaJIsIBaHe 103aTa Habionenne ot Hao.sionenue or

Ha KOPTHKOCTEPOH/IA CJIe]T CHennaJIMcT CHeUaJIuCT

IIOCTUI'aHE Ha KOHTPOJI Ha e  KiuHWYHM JaHHU e  KiuHWYHM JaHHU
0oJjiecTTa BHUCOKO CYCIICKTHH HHUCKO CYCIICKTHH
MoHuTOpHpAaHe Ha: e VY3/-nannu 3a I'KA e  ATHNNYHM KIMHUYHH
BonecTHata akTHBHOCT — PeJIarcCy, e  VcHoXHEHH, MIPOSBU

3acaraHe Ha roJeMH KPbBOHOCHH xapaktepHu 3a [ KA e YcraHoBSBaHE Ha
ChIOBE (IpeieH HCXeMUYeH JPYTH IPUIHHH,
YcioxxHeHHSTa, CBBP3aHHU C ONTHYEH HEBPUT) 00sICHABAIIN
KOPTHUKOCTEPOHUIHATA TEPATTHSI KIUHUYHHUTE TIPOSIBU

(ToBUILIEHHE HA TETJIOTO,
(pakTypH, MOBUIIEHO KPHBHO

HaJIAraHe, NHCYJINHOBA HamansBa ce qo3ara Ha

JlexyBar ce xakTo npu (+
PE3UCTEHTHOCT, KaTapaKTa, peSy};ITaT or 61/IOHCI/IIiI *) KopTukocTepouaute ( Ha 2

rJIayKOMa, MOBHUILICHU JIUTTHAIN B CeIMHIIN)
cepyMa, KO>KHU TTPOMEHH ) JlekyBa ce alTepHATHBHOTO
3a00Js1BaHe

MMocaennure npenopbrku Ha EULAR ot 2018 r gaBat npeaumcrBo Ha Y3/l AuarHocruka
KATO MO-IAASAIIA NANMEHTA H MKOHOMHMYECKH ONpPaBJaHa B CPABHEHHE ¢ OMONCHATA NPH
napueHTH cycnekTHH 32 'KA. PaHHOTO mMOTBBp:KIaBaHe WM M3K/IIOYBAHE HA AUATHO3ATA
I'KA e or chuiecTBeHO 3HaYeHHE 32 NPEBAHTHPAHE HA YCJI0KHEHHSITAa Ha 3200/151BAaHETO
WIH OT HEeHYKHOTO JedeHue. OOpa3HOTO wu3ciaenBaHe TpsiOBa na Obae HM3BBPIICHO
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Bb3MOKHO Haii-paHo (B PpaMKuUTe HAa CceAMHMIa), 3amoTo npuiaoxkeHuero Ha KC
KOMIIPOMETHPA YyBCTBHTEJIHOCTTA HA M3CJIeIBAHETO.

IIpenopbkure BiawuBaT ome: 1. [Ipy naumenTn cycnexkTnu 3a 'KA ce npenopbuBa panHo
U3M0JI3BaHEe HA HAKOW OT o0pa3sHUTe MeToaAW 3a JAuarHoctuka. 2. Ilpm mamuenTH, ¢
KJIMHUYHA KAPTHHA U + HAXO0JAKa 0T 00Pa3HOTO U3CJIeABaHe, MOXKe /1a ce NOCTABU IMarHo3a
I'KA, 0e3 nonmbJHUTEJHU WH3CaeIBaHUsA (Apyro odpa3Ho wiam Ouomcusi). 3. Y3 Ha
TeMINOPaJHA * aKCWIApPHA apTepud ce MNpenopb4yBa NPHM NALMEHTH, NMPU KOUTO Ce
noao3upa kpanuasuen 'KA (“xano”- xapakrepna naxoaka). 4. MPT ¢ Bucoka pe3oJionust
HA KpPaHUAJHUTE apTepUMH MOKe Ja ce H3M0J3Ba Karo ajarepHaruBa Ha Y3/ npwu
auardocrunupane Ha I'KA. 5. KT u PET He ce npenopb4BaT 32 OLleHKA HA Bb3IAJICHUETO
Ha kpaHuajgHurte aprepun 6. Y3, PET, MPT, u/unu KT ca noaxoasimu 3a ycraHOBABaHe HA
HHTPAMYPAJHO Bb3NAJeHHE W/WJIM HA NPOMEHUTE B JYMEHAa HAa eKCTPAKPAHUAJHUTE
aprepum npu nuarnocrunupane Ha I'KA. Y3/] e ¢ orpann4enn Bb3MOKHOCTH NPH OLIEHKA
Ha aoptut. 7. lIpu nanueHTn ¢ BackyJauT Ha rojgemurte aprepud MP u KT anrnorpadus,
KAaKTO U Y3 Mo:Ke J1a ce U3M0J13BAaT 32 MOHUTOPHPAHE HA CTPYKTYPHUTE YBPeIH, 0CO0eHO 3a
YCTAHOBSIBAHE HA CTEHO3HU, AUJIATALMU, aHeBPpU3MHU U JApyru. 8. O0pa3HOTO M3C/ieBaHe
TpsiOBa 1a ce M3BBPIIM OT OOY4YeH CHEeHUATHMCT, ¢ MOAXOASAII0 000pyABaHe U MPH
noaxoasimm yciaoBusi. Hagexanocrra Ha oOpa3sHOTO M3cCieABaHe MOXKe Ja ce Moaodpu ¢
AOI'bJIHUTEIHU 00y4eHUsl.

1. KopTukocrepouau

OCHOBHO CpeACTBO 3a JIEYEHUE IPU BACKYJIUTHTE HA TOJEMUTE CBHJIOBE WU pPEBMAaTHUYHATA
MMoJIMMUAJITUA Ca KOPTUKOCTCPOUAUTE. CUMIITOMATE OOMKHOBEHO 3aIo4yBaT Ja C€ IIOBJIHABAT
OTUETIUBO 3-4 IHMU clief] 3ar04YBaHe Ha TeparusTa.

ITpu HeycnoxeHu cinydan (0e3 3pUTETHH HApYIICHUs U KJIayAUKallMo Ha JIOJHA YeNIOCT) 103aTa
Ha rimokopTukoctepoumute ¢ 0,75-1 mg/kg B mpoawsmkeHue 4 ceMUIIM, e[ KOETO 103aTa ce
HaMaJldBa MOCTCIICHHO CIIOPE/ CTOMHOCTHTE Ha MPOBBINAIUTCIIHUTC MMOKA3aTCJIN U KIMHUYHHUTC
MIPOSIBU.

3a peBMaTUYHATA TTOJUMHUANITHS HadaTHaTa J03a OOMKHOBEHO € mo-Hucka 20-40 mg 1HEBHO.

[TarueHTHTE CHC CHAOBU YCIOXKHEHHS 3aroyBaT JIEYEHHUETO ¢ mo-BUCOKW no3u 100-120 mg
methylprednisolone (MKb M30.0) u nync tepanus c¢ methylprednisolone 1 g B 3
IIocCJIe10BaTCIIHU THH, CIIEA KOCTO €KEMECCUHO.

IIpoaBIKUTENIHOCTTa HA JIEUEHUETO € OKOJIO 2-3 TOJIMHHM, KaTo Mexay 25-65% mnomydaBar
penarnicu cien cnupane Ha ['K neyenue.

93



Axo HIMa IIPOTHUBOIIOKA3aHUA CE€ MPEIMOPBHUBA ITPUTOKEHUCTO HA HUCKA 1034 aCIIMPHH OT 75 mg
JAHCBHO KaTO aHTHArp€raHTHO CpCaACTBO, CI/IFHI/I(bI/IKaHTHO HaMaJIsIBa 3pUTCIIHUTC CMYIICHUA.

2. AmyHocynpecuBHA Tepanusi

OT BcHukuTe UMYyHOCYyNpecopu OnaromnpusTeH edekt e mokazan camo MTX B mo3za 15-25 mg
ceqMuyHo. EQexkTsT € ymepeH, HO momara Karo aAlOBaHTHA Tepamus 3a HaMalsiBaHE Ha
94eCTOTaTa Ha CBhP3aHUTE C MIIOKOPTHKOUIHOTO JICYCHUE YCIOKHEHHS.

Tommmzymad (M31.5, M31.6) 3a TOAKOXXHO TPWIOKEHHE € TIIOKa3aH 3a JICYCHHWE Ha
ruranTokierbueH aprepunt (I'KA) npu Bp3pacTHu nanmentu. [IpenoprunTennara 103UpoBKa €
162 mg MoAKOXHO BEIHBK CEAMUYHO B KOMOMHANMSA C KypC TIIFOKOKOPTUKOUIN C HOCTEIICHHO
HnoHWkKaBaHe Ha gos3ara. Tocilizumab moxe na ce u3MON3Ba CaMOCTOSITENHO — CJE
IPEyCTaHOBSIBaHE Ha TITIOKOKOPTHKOUIUTE.

Momnotepanus ¢ Tocilizumab He TpsiOBa aa ce U3mos3Ba 3a JIeUeHHe HA OCTPU PELH/IHBH.

Hopam/l XPOHHUYHOTO €CTCCTBO Ha FKA, JICUCHUC C MPOABJLKHUTCIIHOCT IIOBCYC OT 52 CcCAMUIIN
Tp5I6Ba Ja C€ PbKOBOJAM OT aKTHUBHOCTTA Ha 3360J’I5{BaHCTO, IMpCHOCHKAaTa Ha JICKapsa U H360pa Ha
IIannMcHTAa.

Pesyarature oT omuTHTE 1A ce KoHTpoaupa Oojectra ¢ anti-TNF mekapcrsa (Infliximab,
Etanercept, Adalimumab) ca cunHO mpoTHBOpPEUNBY U MIOBEYETO IIOKA3BAT JIMIICA HA €(EKT.

Pesynrature OT JBe HEOTIAABHSIIHKA PAaHIOMU3UPAHH, JBOWHO-CIIEIH, IUIAlie00 KOHTPOIHPAHH
NPOYYBAHUsSI C AHTH-MHTEPICBKHH-O MOHOKIOHATHOTO aHTHTsuio To0Cilizumab mnokassar, ue
Tocilizumab e epukacen 3a HHIYKIHS ¥ MO IBbPKaHE HA peMucus pu naiueHTd ¢ ['KA.

AKO ca HaJuIle TeXKKH CTEHO3W C HapylieHa (YHKIUS Ha 3aCETHATUTE OPTaHH € HeOOXOIUMHU
XHPYPru4Ho jedyeHue. [IocTaBsHETO Ha CTEHTOBE € ¢ J0Opa ABITOCPOYHA MPOTHO3A.

Takayasu‘s Arteritis (Apreput na Takayasu)

ApTEpUHUT, YECTO TpaHyJIOMaTO3€H, NMPEHMYIIECTBEHO 3acsrail aopTaTa W/WIA TJIaBHUTE M
kiIoHoBe. Hawanoro oOukHOBeHO € mpu Miaau >keHu mon 50 roxa. Be3pact. Haii-romsima e
yecToTrara B ganeuHusar M3Tok, kpaero yecrorara € 4.2 Ha 100 xun. 3a EBpoma yectorara e
0,26-0,64 ma 100 xui1. HaceleHHe.

Jlnarnosara ce mocTaBsi IpU HAIMYUE Ha 3 OT CJICTHUTE KPUTEPUU:
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* Bp3pact < 40rox.

* Kimayaukanuo Ha TOpHU KpanHUIIA

* OrcnabeH mysc Ha OpaxuaiHaTa apTepus
* Paznuka B AH Ha nBete pwiie >10mmHg
* [ITym BBbpXy apTepuute

* AHruorpadcky HapyIueHus.

Haii-ronsima CTOWHOCT 3a IMOCTaBsSHE HA JMArHo3ata MMa apTepuorpadusrta, KOSTO TOKa3Ba
3alylBaHe, CTECHEHHE, HEPaBHOCTM Ha apTepusTa, KakTo W aHeBpusMu. [udepeHnmanna
JIMarHo3a Ce MpaBH ChC 3a00JIIBaHUS, KOUTO 3acsAraT aopTara W TJIABHUTE W KIOHOBE WIIH
0eIoApOOHUTE apTEPUH.

Jleuenue
1. [IspBa TMHUS HA JICUEHHE Ca KOPTHKOCTEPOUINTE

B nauanoro 6onnute momydyasar Methylprednisolone 1 mg/kg nueBno 3a mbpButTe OT 1 50 3
Mecela, ¢ MocieIBallo MOCTEIeHHO MOHMKeHNe Ha go3aTta. Ot ToBa jedyeHue mexay 60 u 80%
oT OOJIHUTE BJIM3AT B peMucus, karo 50% monay4yaBar penuauB Ha 0oJiecTTa.

2. KomOuHupaHa Tepanus ¢ UMYHOCYIIPECOPH C€ IpuJiara Mpu MalueHTH ¢ TeXKa 00JecT Win
KOrato HE MOXXE 1a 6’1)116 IMoCTUTHATA pEMUCHUSA CaMO C ONITUMAJIHHN 103U KOPTUKOCTCPOU UJIN HE
MOXK€ J]a Ce HaMmalld J03aTa Ha KOpPTKOocTepouauTe Oe3 ma ce aktmBupa Oonectra.ToBa ca
Methotrexate, Cyclophosphamide, Cyclosporine, Azathioprine.

Methotrexate ce mpusara B 103a 15 Mg BeqHBX CeIMUYHO, C YBEJIMYaBaHe Ha J1o3ara Jio 25 mg
CEIMUYHO.

Cyclophosphamide e nekapctBo oT BTOpa juuus cien Methotrexate. Msmonssa ce B qo3a 2-3
mg/Kg nHeBHO WiM 1o (hopMara Ha IyJIC Tepanuu Mo 1 gr BEHBK MECEUHO.

Cyclosporine B mo3a 1-3mg/kg nueBHo.

Azathioprine ce n3non3Ba npy NaKUEHTH, IPU KOUTO HE Morar aa ObaaT nekyBanu ¢ MTX wnu
KOWTO ca MOJMy4riIn peruaus cien aeuenne ¢ MTX B no3a 1-2 mg/kg nHeBHO.

[Tpu pedppakrepuute crydyan Morar fa Obnar uznon3sanu anti TNF nexapcrBara. Onut nma u
¢ Etanercept u Infliximab, xouro B moBeue ot 80% BOAAT A0 PEeMHUCHS WM MOAOOpPEHHE U
MO3BOJISIBAT CIIMPAaHE Ha TIOKOPTUKOCTepouanTe. KaTo anrepHaTHBa ca M3MOJI3BAaHHM YCIEITHO
Y MHXHOMTOpPH HA MHTepJeBKUH-6 Tocilizumab.

Heo06xonuMo € JTONBJIHUTENHO JIEYEHHE Ha YCIOXKHEHUATa Ha 0OojecTTa, KaTO OCHOBHOTO €
apTepyajiHaTa XUIEPTOHUS U HCXEMHYHUTE CHOWUTHUS, BCIEACTBHE HaMaJleHUSAT KPBBOTOK B
CTECHEHHTE y4acThIM. YCTAaHOBEHO €, Ye MallMeHTHTE C apTepuuT Ha Takayasu ca ¢ BUCOK pHCK
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0T oOpa3yBaHe Ha aTEPOCKICPOTHYHU IUIAKU M €(EeKTUBHHUAT KOHTPOJ Ha TPATUIUOHHUTE
pUCKOBU (aKTOPH 3a aTEPOCKIIEPO3a € ChIIECTBEH

I11. BackyJuTH Ha cpeHMTeE 110 IOJIEMHHA ChA0BE

Polyarteritis nodosa (PAN)

HekpoTusupall BacKyJIUT Ha cpeOHume MO TOJIEMUHA UM MAJIKM apTepHH, KOMTO IMpoThya 0e3

TJIOMEPYJIOHEDPHUT WIIM BACKYJTUT HA apTEPUOIIU, KAMWISPH U BEeHYIH. HOMO3HUAT OTuapTepuT

e psaka 6onect. Yecrora my e mexay 0.9-7.7 na 100 xwi. Cpemia ce mo-4ecto B pallOHHTE C

xernaTuT BupycHa nHpekuus. Habnronasa ce npy nmanueHT BbB BCHUKU BB3PACTH, HO HAW-YECTO

Mexnay 40 u 60 rogunu. Paznuuaar ce nbpBuueH u BTopuueH PAN. BropuunusT Haii- yecto e
cBbp3an ¢ Xemnatut B BupycHa undexiums, no-psaxo ¢ HCV, HIV, Herpes zoster, Parvovirus19.
ChbI0 Taka MOXKe Ja ce HaOJtoJ1aBa MpU KapLUHOMH, KPBBHHU 3a00JiBaHUs (KOCMAaTOKJIEThYHA
JIEBKEMHUsI, MUEJIOIUCIIIACTUYEH CUHIPOM).

HaTOMOp(i)OJ'IOFI/I‘lHaTa KapThHa CC XapaKTCpu3upa CbC CCTMCHTHO BbB3NAJICHUC HAa BCHYKH

CIIOCBE Ha ChJOBaTa CTCHA HAa MAJIKUTE U CPEIHHTE MYCKYJIHH apTepPHH, KOETO Ce OTIMYaBa C
(buOpuHOMIHA HEKPO3a B Pa3HOOOpa3Ha KIEThUHA HHPUITPAIIUS.

Jluarnosata ce nmoctaBs criopen Kiacudukanuonnure kputepuu Ha ACR ot 1990 r.

Kpurepuit

Hepuannms

1. 3ary6a Ha Teriio ¢ > 4 kg

3ary0a Ha moBeue oT 4 K OT Ha4aioTo Ha 3a00NSIBaHETO |,
KOETO HE Ce ABJDKU Ha INETa WK IPYyTH (hakTopH

2. Livedo reticularis

JIMBUIHO PETHKYJapHO 3acsiraHe Ha 4YacTH OT KoXaTa Ha
KpallHUIIUTE U Tpyna

3. TectukynapHa OoJika

Bosnka nnu 4yBCTBUTEIHOCT HA TECTUCHUTE, KOSITO HE C€ ABJDKU
Ha MHGEKIMs, TpaBMa WK Apyra NpUYrdHA

4. Muanrus, ciiadoct

Hudy3an muanrum (¢ M3KIIOYEHHE HA PaMEHHHS U Ta30BHS
MOSIC) WM TIOJMHEBPOINATHS, WJIM MYCKyJHA CJaboCT, WIH
00JIC3HEHOCT B MYCKYJIUTE Ha KpakaTa

5. MOHO-WJIM NOJUHEBPONATHS

PazBurue Ha MOHOHCBpOIIAaTU:,
MOHOHCBpPOHATHU UJIW NOJMHCBPOIIATU L

MHOXXCCTBCHA

6. JInacTomM4HO KPHBHO HAJISATaHE
mo-Bucoko oT 90 mmHg

Pa3Butne Ha XUIICPTOHUA C AUACTOJIMYHO KPBBHO HAJIATAHE 110~
BHCcoKo oT 90 mmHg

7. IloBuiieHa ypes Win KpeaTHHUH

[MoBumenne Ha ypesta Hax 40mg/dl (14.3mmol/l) wmu Ha
kpeatununa Hazg 1.5 mg/dl (132mmol/l), xoeto He ce abDkK Ha
JIeXHJpaTaIys Wi 00CTPYKIIUS

8. Xemarut B BupycHa nnbekus

Hanmune na HbSAQ nnm anturena B cepyma

9. Aprepuorpadcku HapyIeHus

AptepuorpaMa, IOKa3Bailla aHEBPU3MH WM OKIy3UH Ha
BHCLIEPATHUTE apTEPUH, KOUTO HE CE JBIDKH Ha aTePOCKIIEPO3a,
(bubpo-MyCKyJIHa JUCIDIA3US WIH JAPYTH HEBB3MATUTCITHA
MTPUYMHA

10. buoncuss Ha MaJKd WA

XUCTOJOTHYHU IIPOMCHU, IIOKa3Ballu HaJIM4yue Ha
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CpemqHHM TIO pa3Mep apTepud, | TPAaHYJIOLUUTH U MOHYKJICApHU KJIETKH B apTepHaiHaTa CTeHA
CHIBPIKAIIN TOTUMOPPOHYKIeapH

JluarHo3aTta ce mocrass IpHU Haludue Ha noHe 3 oT 10 kpuTepus cbc CeH3UTHBHOCT 82,2% U
cneruduaHocT 86,6%.

JudepeHuunHara auarHo3a ce MpaBH OCHOBHO C JPYrd BacKynuTd, Haii-uecto ¢ ANCA
aCOIMHMPAHNUTE, KPUOTJIOOYTMHEMUYHHS BACKYJIHT, WIM ChC CHCTEMHH 3a00JsIBaHMS Ha
CbheUHMUTENHATa ThKaH. CHCTeMHM WHQEKIMH KaTo EHAOKAPIUT WM IICEBJOBACKYIUTHH
CHHJIPOMH KaTO XOJIECTEPOJIOBHM €MOOJIHM, MHKCOM B JIIBO TNpenchpAue, aHTU(HOCHOIUIUIACH
CUH/IPOM TpsiOBa J1a ObaaT U3KITIOYCHH.

JledeHHETO € CIopel JOKATU3AMUATA ¥ TeKeCTTa Ha 00JIeCTTa U MPOrHOCTHYHUTE KPUTEPHU
Five Factor Score (FFS). Llenta Ha JeYeHHMETO € IOCTUIaHE HA KIWHHUYHA DPEMHUCHS U
HOpPMaJIM3MpaHe Ha MapakIMHUYHHUTE IOKa3aTedd W (YHKIMOHAIHMTE TECTOBE 3a OPTaHHO
aHTOKHUPaHe.

ITpu PAN 6e3 nomm npornoctuynn akropu FFS=0, neuennero e camo ¢ kopTukoctepouau. To
€ JOCTaThbuyHO €(PEeKTUBHO M C MO-MaJKO CTpaHW4YHH edexkTu. [Ipm Hammume Ha JIOUIH
NPOTHOCTHYHU (DAaKTOPH WIM HEJOCTAaTh4eH €PEKT OT CaMOCTOSATEIHOTO TIIIOKOKOPTUKOMIHO
JIeYeHue ce 100aBsi UMYHOCYIIPECHBHA TEPAITHSL.

FFS=0 I'K caMocTOsITeNIHO, MPOIBJKATEITHO 32 HE MO-MaJIKo OT 12 mecena
FFS>1 I'K + nuknopocdamua B KOMOUHAIMS 3a TOCTUTAHE HA PEMUCHS

(MuHMMYM 12 Mecelia) 3aMEHEH OT JIpYTH, 10-MaJIKO TOKCUYHU
MMYHOCYIPECOPH 32 MOIBPKAHETO if (a3aTHOMPHH, METOTPEKCAT)

Ilpu OomHUTE C TMOJHAPTEPHUUTHC HOM03a KOPTHKOCTEPOUAUTE CE€ 3amoYyBaT B J103a
methylprednisolone 1mg/kg aHeBHO, MpU TE3W € TEKKU CUCTEMHHU MPOSBHU CE TPUIIAra U IMyJc
Tepanus ¢ mo 1gr B 3 moOpeaHHM IHH, ClIed KOETO BEAHBK MECEYHO Moj QopMara Ha
uHTpaBeHo3Ha MHOY3usa. Korato ce Hopmanmmusupar nposb3naaurennute nokasarenu (CYE, C
pPEaKTUBEH MPOTEMH) M Ce MOJ00pH KIMHHYHOTO CBHCTOSHHME Ha IIallMeHTa, KOETO CTaBa
OOWKHOBEHH 3a 3 CEIMHUIIM MOXKE J1a 3aTI0YHE HAMAJICHUE Ha J103aTa.

Hmynocynpecopu

Cyclophosphamide ce mpuara oouuaitno B f103a 2 mg/Kg 3a eqHa roarHa B KOMOWHAIUS C
KOpPTUKOCTepOUAH. TO3U pEKHUM € JOCTaThYHO €(DEKTUBEH M € ChC CPABHHUTEIHO  HHUCKA
TOKCHMYHOCT. Haii-uecTute cTpaHW4YHM e()EeKTH TpU Te3u OOJHH Ca XEMOPArHYHU IHUCTUTH,
¢ubpo3a Ha TUKOYHHS MEXYp, KOCTHOMO3bYHA CYIIPECHsi, OBapUaIHA TUCHYHKIIUS, KAPIITHOMH
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(MMKOYHUS MEXYpP, MATUTHEHU XxemornaTun). ChIlo Taka cepuo3HU MH(EKINHU, 0COOEHO KOraTo €
B KOMOMHAIIMSI C BUCOKHU 1031 KOPTHUKOCTEPOUTH.

Azathioprine, Methotrexate u Apyr# HUTOTOKCHYHH JICKApPCTBA C€ H3IMOI3BAT CaMO IIPH
KOHTPaWHIMKAIIMK 33 MPUJIOKEHHE Ha MUKIopochaMua WIM 3a MOTbprKalla Teparus IpH
MAIUEeHTH C MO-TEXKU (GOPMH CJIel] CIIMpaHeTo Ha uKiIodochamua 3a nmeprox 12-18 mecera.

IInasmadepesa moxe ga ObAe Mmoje3Ha KaTO BTOpa JIMHUS Tepanus Npu pedpakrepeH Ha
nedyenrne PAN, kaTo MOXKe J1a OTpaHUYH YCIIO)KHEHUSATA U TPAHHUTE YBPEKIaHUS.

Jleuenne vHa PAN mpu HBV undexnus

Huknodochamun un npoasmkurenex npuem Ha 'K ca npoTtuBonokazanu

I'K camo B Ha4ajoTO Ha TepanusTa 3a KpaTKo (/1B CEAMHUIIN) 32 IOCTUTaHE Ha ObP3 KOHTPOII
Ha 00JIeCTTa, MOCIJIEABAHN OT AHTUBUPYCHH areHTH

[Tnazmadepesa (4eTupu NbTU CEAMHYHO 32 TPU CEIMUIIM) B KOMOWHAIUS C

AnTtuupycuu (vidarabine/lamivudine+interferon-2b) 3a umyHoorn4HO OUKMCTBaHE HA
nHpexTupanute xernaronutu u [IUK

Rituximab npu pedpakTepau ciydan

[Ipennounta ce HawanHoTo sedyenne Ha PAN mpu HBV undexnms na 6bpne komOuHAIMS
MEeXIy IIasmMadepesa U IPOTUBOBUPYCHO JIEKAPCTBO C KOPTUKOCTEPOUAN 33 OBbpP3 KOHTPOI Ha
KMBOTO3aCTPAIIABAIIUTE IPOSBU HA OOJIECTTA, KOUTO Ca HA-YECTH IMpe3 MMbPBUTE CEAMHIN OT
3abomnsBanero. Cren TOBa JIEYEHHWE KOPTHKOCTEPOHMIIUTE C€ CIHMpAT BHE3AHO 3a Jla MOXe
MH(PEKTUPAHUTE XENaTOLUTH Ja Ce U3YHMCTAT U JIa Ce YJIECHH CEPOKOHBEPCHUATA OT MO3UTHUBOCT
3a  HBeAg kM mosutuBHOCT 3a antiHBeADb. ITpu PAN ¢ HBV undekuus komMOuHaIusTa
Mex1y TmpoTuBOBHpYcHH JekapctBa (Vidarabine wmm Lamivudine) c interferon-2b Bomu mo
MHOT'0 100pH TeparneBTUYHU pe3yaTaTu.

V. BackyJauTu Ha MaJIKHTe Ch/I0Be
ANCA acouunpanu Backyutu (AAB)

ANCA aconmupaHuTe BacKyJIHTH Ca HEKPOTH3UPAIIH BACKYJIHTH, TPEUMYIIECTBEHO 3acsTalln
MaJIKUTE ChAOBE (KamWISIpH, BEHYJIH, apTepHONN WU Manku aprepuu) acorumpanu ¢ ANCA,
cbe cnenuduuroct kpM Muenonepokcuaasza (MPO-ANCA, pANCA) wimu nportennasa 3 (PR3-
ANCA, cANCA).

OcCHOBHMTE KIIMHUKONATOJIOTMYHU BapranTu Ha AAB ca:
Muxkpockonckun nosmanruut ( Microscipoc polyangitis).

I'panysomaro3a ¢ mosmanruut (Granulomatosis with polyangitis (Wegener's)),
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Cunapom na Churg-Strauss (Eosinophilic granulomatosis with polyangitis (Churg-Strauss)

ANCA BackynuTuTe ca 3a00/sIBaHUS ChC CUTHU(DHKAHTHO BHUCOKAa MOPOMJIHOCT M CMBPTHOCT,

KaTo MOYTH BCHYKH MAIlMEHTH M3UCKBAT arpecUBHO MMYHOCYIPECHUBHO JieueHue. be3 nedenue
cMBpTHOCTTA € > 90% B paMKuTE Ha 5 TOJIMHU.

ANCA aconuupaHuTe BacKyJIUTH ca peaku 3abonsBanums. Yecrota uM € 4-5/MuivoH 3a

MHKPOCKOIICKHS TTOJMaHTHHT, 8-30/MUIIMOH 3a TpaHyJoMaro3ara ¢ MOJHaHTHHUT U 1-3/ MUIHOH
3a curapoma Ha Churg-Strauss.

Jlnarsosara ce MOCTaBsi Bb3 OCHOBA Ha KJIaCH(DUKAIIMOHHHM KpUTepHH, ch3manean or ACR u
kputepun 3a Aedunuus Ha Backynutute cropea Chapel Hill Consensus Conference (CHCC).
HsiMa ch3/1aieHn KpUTEPUH 38 MUKPOCKOIICKHST TTOJHAHTHHT.

Bun ANCA
BaCKyJIUT

Kpurepun cniopen ACR

Kpurepuu cniopen CHCC

I'panynomaroza  Ha
Wegener

Hekpotusupamo HazalHO HIH  OPaJHO
BB3MAJICHUE

[Tpomenu B pertreHorpadusita Ha 651 1pod
VYpHHApEeH CeTUMEHT
I'panynomaTo3HO Bb3MaICHUE MPU OUOTICHS

(2 ot 4 xpurepus)

Hekpotusupaio IPaHyJIOMaTO3HO
BB3MAJICHUE Ha TOPHUTEC U  JOJIHUTEC
JANXaTCIIHU IbpTHUIIA u HCKPOTHUYCH
BAaCKyJIUT Ha MAJIKUTC U CPCAHUTE CbAOBE
(kamunsipH, apTepHONHN, BEHYJIN,apTEPUN U
BEHH)

Yecto ce  cpemia  HEKPOTU3MpAI]
rIOMepyIoHeDPHUT.

MUKpPOCKIIOHCKH
MOJIMAHT AT

Hsama kputepun

Hekporusupar BacKyjIHT, ¢ MaJIKO HIIH
0e3 UMYHHHU OTJIAraHusl, IPEUMYILIECTBEHO
HA  MaJKHUTe ChJI0BE (xanusipy,
BEHYJIN,APTEPUOIIH), MOXE Ja HMa
HEKPOTHU3HUpAIl] BACKYJIUT HA MAJIKUTE U
cpenHuTe aprepuu. YecT HEKpOTHU3MpAI]
TJIOMEPYIOHEDPUT u Genoapoben
KaHISIPUT.

Jlurncea rpaHyJIOMaToO3HO BB3MAJICHUE.

Cungpom nHa Churg-
Strauss

AcTtMa
EoznHodumus
MOHOHEBpONATHS WX TTOJIMHEPOIATHS

BenoapoOum wHOUATpaTH, KOWTO HEe ca
¢buKcupaHu

[Ipomenu B mapaHa3alHUTE CHHYCH

ExcTpaBackynapHa €03UHOGMINSA
(4 ot 6 xpuTepus)

boraro Ha €03MHOQUIN U HEKPOTH3UPALIIO
IPaHyJIOMaTO3HO BB3MAJICHNE,Y€CTO
BKJIIOYBA  PECHHUPATOPHUSAT  TPakT U
HEKpOTHU3Hpall BaCKyJIUT Ha MaAJIKUTE U
CpeIHHTE CHIOBE, ACOUMHMPAH C acTMa U
€03MHOIITHSL.

ANCA ce cpemar mo-4ecto, KOraro mMa
rIoMepyioHeppur
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Judepennpanta quarsosa ce mpaBu Hai-uecto Mexay pasnmuunute suaoBe ANCA acoruupanu
BaCKYyJIUTH, CBIIO Taka C APYrM BacKyJIMTH Ha MaykuTe cbaoBe, Goodpasture syndrome,
CHCTEMHH 3a00JIsIBAHMS Ha ChEJAWHUTENHATa THKaH,CUCTEMHH HH(EKINU KaTo EHIOKapIuT,
CeTICUC, TPaHyJIOMAaTO3HH 3a00JISIBAHUS - MUKO3H, TYOEpKYii03a, CapKoOH103a.

Jleuenuero IIpU TPUTE BACKYJIIMTHHU CHHAPOMA CE€ OCHOBaBa Ha €IHAKBU IIPUHIUIIA U UMa 3a LEJI
IIOCTUTI'aHCTO Ha IIbJIHA PEMHUCHUA. AKO TOBa € HEBB3MOKXHO TO IEITa € YacTUYHa peMucusa u
mociacaBamio npeAnasBaHe OT pCuUUANBU.

Jedunuuu Ha u3xonaa ot seyenueto (EUVAS):

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

Yactuuna pemucus Curau(uKaHTHO HAMaJICHA, HO C TIEPCUCTUPAITU HUCKU
HUBa aKTUBHOCT, KOSITO C€ OYKBA Jla HamaJiee OT JICUCHUETO

Pemnaric BrpHana ce nim HOBa aKTUBHOCT

Manbk Koutpoun nipu nosumenue nozara na KC

[Nonsim Boau 1o pynknmonanuu HapymeHus U U3UCKBa JICYCHUE C
nukiohochamu

Jleyenue

Koprtukocrepouan

3a wHayKIus Ha pemucus ce 3amoua ¢ Methylprednisolone B go3a 1 mg/kg mueBHO, B
komOuHaist c¢be Cyclophosphamide wmm methotrexate. Ilpu cinydaute Ha opraHo- win
’KHBOTO3aCTpalllaBaHe, KaTo alBeoIapHa XeMoparus, Obp30 MPOTrPeCHpalll rIIOMEPYIOHEPPHT ce
J1aBaT BHUCOKHM J103M WHTpaBeHo3eH Methylprednisolone 1 g B 3 mocriemoBarenHu THH, CIe[
koero 1 mg/kg 3a 3-4 ceaMuIlM M TMOCTENIEHHO HAaMaJeHWE Ha J03aTa B 3aBUCHUMOCT OT
akTHBHOCTTA. JlocTHra ce 10 moaabpskamia jgo3a 5-10 mQ/maH, Kato mpH TojisMa YacT OT
MaIUEHTUTEe KOPTHKOCTEPOUIUTE HE MOTaT J1a ObIaT CIPEHH HAIThJIHO.

Cyclophosphamide - unaykius Ha pemucus | 3a MOAAbpKaHeTo i. [Ipuiara ce mepopaiHo B
no3a 2mg/kg nHeBHO B KOMOMHAIMS ¢ TiokopTkocteporan 1 mg/kg. KomOunupanara Tepanus
3a TPOIB/DKUTETHO BPEME B MHOTO OT CJIydaWTe BOJM JIO BHCOKA KyMyJaTHBHA /1032 Ha JBETE
JeKapCTBa, W KAaro pe3y/iTaT IOBWIABAaHE HAa CBbp3aHATa C JICYCHHETO MOPOUIHOCT |
cmbpTHOCT. [IpoabmxuTenHara ynorpedba Ha mukinodochamMua € CBbp3aHa ¢ 4eCTH MH(EKIINH,
JIEBKOIIEHHUS BCIIEACTBHUE IMOTHCKAHE HA KOCTHHUS MO3BK, HH()EPTHIUTET, XEMOPArHYHH [IUCTUTH,
KapIuHOM Ha IIMKOYHHUSAT MEXYD.

[Tync cbc mukmnodochamua e anTepHaTMBa 3a peaylMpaHe Ha KyMyJaTHBHAaTa J03a Ha
nuknodochamuma. Cuura ce , ye MyJcHATA Tepamusi € Mmo-0e30MacHa OT €KETHEBHUST MPHEM.
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[Tpunara ce uaTpaBeHo3Ho 15 mg/Kg Ha Bcekn 2 ceIMUIM TPUKPATHO, CJIE] TOBAa Ha BCEKH 3-4
CEe/IMHULIM.

KomOunupanara tepanus € cradgaptHata Ttepanus 3a Jjedenne Ha ANCA acomuupanu
Backynutu. [lpunara ce B mpoabikeHMEe Ha 6 Mecella, Cjlell KOETO ce MPEeBKIYBa Ha
a3aTUONPHUH C KOpTUKOCTepouiu 3a 18-24 mecerna.

Methotrexate - mo-manko TOKCHYHA anTepHaTHBAa Ha LuKIopochaMuma 3a HHAYKIUS Ha
pemucust B komOuHanus ¢ ['K 3a yieuenne Ha manmeHTH 0Oe3 3acTpariaBaHe Ha (yHKIUsTA Ha
3acerHaTUTe OpraHH W HpH Jiokanu3upanata ¢opma. [Ipumnara ce B no3a 0.3 mg/kg cenmuyno
IpU TAIlMEeHTH C HopMaiHa ObOpeuna ¢ynkuums. llpumara ce B xoMmOuHanus ¢ QoimeBa
KHCEIIMHA 32 pelylupaHe Ha CTPAHUYHHUTE S(DEKTH.

Azathioprine - 3a mogabp:kaHe Ha peMucus B qo3a 2 MQ/KQ nHEeBHO B KOMOMHAIIUS C HUCKH
no3u 'K cien muxmnodocdamun

Leflunomide - anrepmaruBa 3a momgbp:kaHe Ha pemucus koraro MTX, asarmompuHa ca
NPOTHBOIIOKA3aHH WITK HE ca J00pe ToJepUpaHH.

Mycophenolate mofetil - Bropa muHHS 3a DOLABPKAHE HA PEMHCHSA, CaMO IIPH
KOHTpauHIUKaIuK uwin Hetosepupane Ha MTX, azatnonpun unu leflunomide.

Rituximab (MKb M30.0, M31.3) - mbpBa JMHUS 3a HMHIAYKIHS HAa PEMHCHS [PU
TeHepaIn3upaHa, TeKKa U pedpakTepHa 0oJecT M MPH MPOTUBOIOKA3aHUs 3a MUKIohochaMu.
[Toka3Ba paBHOCTOMHOCT MO edekTuBHOCT ¢ nukiodochamua. Ipunara ce B mo3a 375mg/m?
ceIMHMYHO 3a 4 cenMmuiy B KomOuHamus ¢ Bucoku no3u ['K. Moxke na goseie 10 IMOCTUraHe Ha
peMHcHs ¥ MOAIbPIKAHETO i 0€3 JOIBIHUTENICH PUEM Ha TIIOKOPTUKOCTEPOUIH.

Rituximab, B koMOMHAIHS C TIIFOKOKOPTHUKOUIH, € TIOKa3aH 3a JIeYeHHEe Ha Bh3PACTHH MAIUCHTH
C TEeXKa aKTHMBHA TIpaHyJoMaro3a ¢ MNojJuaHruur (rpanyinomaroza Ha Wegener) (I'TIA) u
MHUKPOCKOTICKH TToJinanruut (MITA).

BuBexnane B peMucus

[IpenopbunTtennata npo3a Ha Rituximab npu Tepanus 3a BBBEXKIAHE B peMHCHS Ha
rpaHyjIoMaTo3a C MOJIUAHTUUT U MUKPOCKOIICKH MOJMAHTUUT € 375 mg/m2 TejecHa NOBbPXHOCT,
NPUIIOKEHAa KAaTO MHTPAaBEHO3HA WH(QY3MsS BEIHBXK CEIMHUYHO B NMPOJBIDKEHHE HAa 4 ceaMHLU
(06110 yetupu uHdYy3UN).

Hoz[m,pxcamo JICUYCHUC

Crnen BbpBexaaHe B pemucus ¢ Rituximab, mogmabpikaiio JieueHrue TpsiOBa J1a ce 3amoyHe He Mo-
paHo ot 16 ceamunu cnexa nocnenHata nHpy3us Ha Rituximab.
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Crnen BbBEXKIaHE B PEMHCHS C IPYrO CTaHIAPTHO JICUECHUE C MIMYHOCYIIPECOPH, MOIIBPIKAIIOTO
nedenue ¢ Rituximab TpsOBa 1a ce 3amo4He mo BpeMe Ha 4-CeIMUYHHS TIEPUOJT CIICT pEMHUCHSITA
Ha 3a00JIABaHETO.

Rituximab tps6sa ma ce mpuinoku kato aBe i.v. mHpy3um or 500 mg mpe3 ABE CEAMHIIH,
nocienBaHu oT efaHa i.v. uHdy3us ot 500 mg Ha Bceku 6 mecena cieq ToBa. Ha mamueHntuTe
TpsiOBa na ce npwiara Rituximab B npoabkmkeHne Ha Hal-Maiko 24 mecela cjie]] MOCTHraHe Ha
pemucus (Jurca Ha KIMHUYHYU MPU3HAIU ¥ cuMOToMH). [Ipu manueHTuTe, KOUTO MOXKeE J1a ca ¢
MO-BHCOK PUCK OT PEIUAUB, JICKApUTe TPsOBa J1a MMAT MPEABUJ MMO-TOJISIMA MPOIBIKATEITHOCT
Ha Mo Ibpkaiara Tepanus ¢ Rituximab, 1o 5 rogusm.

HuTpaBeHO3HN UMYHOTI00yIMHM ce npwiarat B 1o3a 400 mg/Kg nHeBHO B 4 1OCIICIOBATEIIHU
JTHH TIPU TIepcrcTrpaiia 6oject 6e3 TeKKH OpraHHd AUCHYHKIHH.

TNF o6aokepu - wusmonsBatr ce Off-label. TlpoyuBanusi cowar, 4e ca eQpeKTHBHU IIpU
pedpaxrepuu ciayuau: infliximab 5 mg/kg TpukpartHo npes 2 ceamurim.

Ipenopbku 3a neuenne na EULAR/EUVAS
NHayKuus Ha peMUCHSA IPHU TEKKA ¥ reHepajusupana ¢popma

Cyclophosphamide - moxe na npuiara ce moj ¢popmara JBa peKuma, Kato Mpu BTOPHUSAT ca 110-
c1abo MPOSIBEHU CTPAaHUYHU €(DEKTH. 3aIbIKUTEITHO B KOMOUHAIMS C BUCOKH JT03U
KOPTHKOCTEPOUIH.

[epopanuo npuioxenue 2 mg/kg naesro (Makcumym 200 mg/mHEBHO), ¢ afanTHpaHe Ha J103aTa

IpU BB3PACTHU TAIUCHTH W TpH OBOpEeYHa HEJOCTATHYHOCT, HEOOXOTUMO € OposT Ha
JEBKOIUTHUTE Na Oble Haa 3,5 w/unm abcomoTeH Opod Ha HeyTpobwnam > 1,5; moszara na ce
MpHeMa CyTPUH C MHOTO T€UHOCTH.

HHTpaBeHO3HO MpHIIoKeHHe my/c Tepanus 15 mg/kg Ha Bceku 2 ceIMHUIIA TPUKPATHO, CIIE] TOBA

Ha BCEKH 3-4 CEIMUIIN;

Rituximab — npuara ce B g03a 375 mg/m? ceaMu4HO B 4eTHH opeaHu ceamuiy. [Ipunara ce B
KOMOWHAIHSI C BUCOKH JIO3U KOPTHKOCTEPOUIH.

Rituximab, B koMOuHaIHs ¢ TIFOKOKOPTUKOM/IN, € TIOKa3aH 3a JICYeHNE Ha Bh3PACTHH MAllMEHTH
C TEeXKa aKTHBHA TIpaHyjJoMaro3a C MOJMaHTMHUT (rpanyinomato3a Ha Wegener) (I'TIA) u
MUKPOCKOTICKH mouanruuT (MITA).

BbBexnane B pemucus
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[IpenopbuntennaTa no3a Ha Rituximab npu Tepamuss 3a BBBEXKIaHE B PEMUCHS Ha
IpaHyJIoMaTo3a C MOJIMAHTUUT 1 MUKPOCKOIICKHU ITOJIMAHTUHT € 375 mg/m2 TejecHa MOBbPXHOCT,
NPUIOKEHA KaTO MHTPaBeHO3Ha MH(DY3Ms BEIHBK CEAMHUYHO B MPOIBDKCHUE Ha 4 CEIMUIM
(o610 yetnpu nHdpy3Un).

[Mogabpxario gedueHune

Cren BpBexIaHe B pemucus ¢ Rituximab, nopaspikaiio jeueHue TpsOBa aa ce 3aloyHe He M0-
paHo ot 16 cenmunu ciex nmociaeaHaTa nHy3usa Ha Rituximab.

Crnen BBBEXKIaHE B PEMUCHSI C IPYTO CTAHJAPTHO JICUCHUE C UMYHOCYIIPECOPH, MOIIBPIKAIIOTO
nedenue ¢ Rituximab TpsOBa ma ce 3amo4He Mo BpeMe Ha 4-CeIMUYHHS TIEPUO]T CIICT PEMUCHSITA
Ha 3a00IIBaHETO.

Rituximab Ttps6sa ma ce mpuiioku kato jaBe i.v. uHby3um or 500 mg mpe3 aBE CEAMHIIH,
mocJie/IBaHu OT enHa i.v. uHpy3us ot S00 mg Ha Bceku 6 mecema ciieq ToBa. Ha marueHTuTe
TpsiOBa na ce mpmiara Rituximab B mpoabinkeHne Ha Hall-Maliko 24 Mecela cliel TOCTUTaHe Ha
pemucus (Jurca Ha KJIMHAYHHA TPU3HAIM U CUMOTOMH). [Ipy manueHTuTe, KOUTO MOXKE J1a ca C
MO-BUCOK PUCK OT PEIUJIUB, JIEKAPUTE TPAOBA Jla MMAT MPEABH]L TO-TOJISIMA TPOIBIDKUTCITHOCT
Ha nmojbprkaiara tepanus ¢ Rituximab, 10 5 ronuHu.

KopTukocrepouau - mpu u3paseHa akTHBHOCT ce mpuiiara mysc Tepanus ¢ methylprednisolone
1 g nueBno B 3 mopennu auu. Cien ToBa KOPTHKOCTEPOMIHATA Tepamus Ce MPOAbIDKAaBa
exxenneBHo 1Mg/Kg mone 3a 1 Mecelr, ¢ OC/IEABAIIO MOCTEIIEHHO HaMaJieHHe Ha 1o3ata (T He
TpsiOBa a ObJe HamalieHa 1Moja 15 MQ IHEBHO Mpe3 MbPBUTE 3 Mecela U CASIBAI0 HaMallCHUE
10 ToJTbpoKaia go3a 10 My qHEBHO WK TTO-MAJIKO 10 BPEME Ha PEMHUCHSITA.

Ilnasmadepesa karo TepameBTUYHO CPEACTBO € TOKa3aHa TMpH MalUeHTH ¢ OBp30
mporpecupaimia ObOpeyHa HEIOCTATHYHOCT M KaTo JOMBJIHEHHE KbM TepamusTa ¢
nukinodochamua u KC.

Nuayknms Ha peMHCHS NPH JIOKAJTU3MPaHA U M0-JIeKO NPoTHYaia 6oJiect

Methotrexate - npunara ce B 1o3a 20-25 mg ceAMUYHO KaTO IMepopaHa WM TapeHTepaiHa
Tepanus, B KoMOUHaIMs ¢ GoareBa KucelnHa 1 Mg THEBHO.

KopTukocrepouan - npunarar ce B 10o3a 1mg/kg B HauanoTo 3a 1 Mecel, ¢ mocieaBaiio Imo-
Obp30 HaMaJIeHHE Ha J03aTa.

HDO}I’I:JI)KI/IT@J'IHOCTT& Ha MHAYKIIMOHHATA TCpamnusga € 6 wau moseye MECCH, C MOCTCIICHHO

peaylMpaHe Jo3aTa Ha KOpTHKocTepouaa a0 10 mg Dredni50|0ne JAHCBHO.
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Tepanus 3a noxIbp:KaHe HA PEMHUCHS:

Wmynocynpecopute  (azathioprine, methotrexate, leflunomide), xouto 3amectBar
nukinodochamun wim rituximab, TpsioBa ga ce mpuemar mone 18 mecema (mexny 18 u 24
Mmecena). Koprukocrepouaure cobuio Tpsa6Ba ga npoawbmkar (30-60% peuuguBupar cien
CIHMpaHe Ha JICYEHUETO). AJTepHaTHBa Ha UMYHOCYIIPECOPHUTE 3a MOAIbpPKAHE HA PEMHCHS €
rituximab. IIpe3 2014 r. ca nyGIMKyBaHH JaHHH OT IIBPBOTO PAHIOMH3HPAHO U KOHTPOJIUPAHO
npoyuBane Rituximab versus Azathioprine for Maintenance in ANCA-Associated Vasculitis
(MAINRITSAN), koeto moka3Ba, 4ye rituximab mpeBb3x0Xk/1a a3aTHONPHH 3a MOIbPYKAHE HA
pemucus ipu ANCA acoruupanu Backynuth. Jledenuero ¢ Rituximab e B no3a 500 mg mpes 6
Mecena. Crnopen ®penckara rpyna no Backyautu RTX e mo-1o0bp oT Apyru jJeKapcTBa, KaTo
azatmonpud W MTX 3a mnomibpkaHe Ha pemucus. Rituximab, B komOuHaius ¢
TIIIOKOKOPTUKOWIM, € TOKa3aH 3a JIeYeHHEe Ha BB3PACTHM MAllMEHTH C TEXKKa AaKTHUBHA
rpaHyioMaro3a ¢ MoiduaHruuT (rpanynomato3a Ha Wegener) (I'TIA) u MHKpOCKOICKH
nonuanruut (MITA). IMoaabpikaiiio JieueHue

Cnen BpBeXIaHe B peMucus ¢ Rituximab, moxaspixkamo neuenue tpsbBa aa ce 3amoyHe He 110-
pano ot 16 cenmuim ciea nocieanata uHdysus Ha Rituximab.

Crient BbBEXK/IAaHE B PEMUCHS C JIPYTO CTAHIAPTHO JIEUEHHE C HMYHOCYIIPECOPH, MOITBPKAIIOTO
neuyenue ¢ Rituximab TpsiOBa ia ce 3amouHe 1Mo Bpeme Ha 4-CeMUYHUS TIEPHOJT CIIE]] PEMUCHSITA
Ha 3a00JI51BaHETO.

Rituximab Ttps6sa ma ce mpuioku kato aBe i.v. uHby3um or 500 mg mpe3 aBE CEAMHIIH,
nocyienBaHu oT efaHa 1.v. uHdy3us ot 500 mg Ha Bceku 6 mecena cieq toBa. Ha manmentuTe
TpsiOBa jaa ce mpwiara Rituximab B mpoabiokeHne Ha Haii-manko 24 Mecera ciiell MOCTUraHe Ha
pemucus (Jurca Ha KJIMHAYHUA TPU3HAIM U CUMOTOMH). [Ipy manueHTuTe, KOUTO MOXKE Jia ca C
MO-BUCOK PUCK OT PEIUJIUB, JIEKAPUTE TPSAOBA Jla MMAT MPEABH]] TO-TOJISIMa TPOIBIDKUTSTHOCT
Ha MmoyIbprKaiiara tepamnus ¢ Rituximab, no 5 roguan

He-ANCA acounupanu BacKyJMTH HA MAJIKHTE Ch/10Be

KeM Taszm rpymna npuHamiIe)KaT KOXKHHUTEC BACKYJIIUTH Ha MAJIKMTE CbHbJ0BC (J'IeBKOIII/ITOKJ'IaSI/I‘IHI/I
BaCKy.TII/ITI/I), KpI/IOFJ'IO6y.]'II/IHeMI/I'-IHI/I BAaCKYJIUTHU U T'OJidiMa 4acCT OT KOKHUTE BACKYJIMTHU IIPOSIBU
IIpHU CUCTEMHUTE 3a00/I1BaHKs HA ChCAMHUTCIIHATA THhKaH.

KoxHu BacKyJIMTHM Ha MAaJIKMUTE CbJA0OBEe WJIM HAapedyeHHTe olle JeBKOUUTUKIAZHYHU
BACKYJMTH Ca Hal-4eCTO CpEUIaHWUTE BACKYJIUTH HA MAJKWUTE CBJOBE. XapakTepHaTa UM
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KJIMHAYHA U35Ba ca KOXKHUTE JIE3WH THI ,,[lajnupyemMa mypnypa®. Kiracudeckara XucToOornyHa
Haxoaka € (UOpMHOMIHA HEKpo3a Ha KJIeThYHaTa CTEHA, OTOK Ha €HJO0TeJa U CETMEHTHO
HEYTPO(DHUIIHO BB3MAJICHUE C JIEBKOIMTOKIIA3HUs. 3acsaraT c€ OCHOBHO MOCTKAMMWISPHUTE BEHYIIH.
B ronsiMa wact ot cnyyauTe ca MAMONATUYHU, HO JIEKapCTBa, WH(DEKINK, MATUTHEHU TIPOIECH,
WIM JIPYyrd CUCTEMHH 3a00isiBaHHS MoraT jJa OBbJarT MpUYMHA 32 Ta3u ¢GopMa Ha BACKYIIHT.
Morar ga 6bJ1aT NpeaKIMHUYHA U35Ba HA CUCTEMHO 3a00JsBaHe HA CheAUHUTEIHATA ThKaH WX
CUCTeMEH BacKynuT. HabmogaBaT ce eIHaKBO YECTO MPU MBKE M )KEHU U BbB BCHUKH BH3PACTH.
B 10% ot ciyyauTe 3acsrar aeua.

IMypnypara na Schonlein- Henoch e cucremen Backymut, KOWTO ce XapakTepu3upa Cbc cliado
HaJUTHATH €PUTEMHU KOXHHU JIE3MHM, KOUTO HE Ca CBBP3aHM C IOJyIeKaIla KOarysonaTus,
abromuHanHa 0oJika U KbpBEHE, apTpUT U HePpuT. ToBa € Hall-ueCTUAT BaCKYJIUT MPH Jela Ha
BB3pacT Mexay 2 u 10 rogunu ¢ yectora 135-180/mMunuon u camo 8-13/MunMoH 3a Bb3pacTHHU.
Jlokato paetrckara ¢opma Ha OOJIECTTa C€ CUMTa , Ye € OCHUTHEHAa M CcaMOOrpaHH4YaBalla ce
0oJ1ecT, TO IPH BBP3aCTHU KATO IISJI0 € C IMO-JIOIIA TPOTHO3a.

ETtuonorusra B moBedero ciaydau ocraBa Hem3BecTHa. OOMKHOBEHO ce MpeaulecTBa C JHU WIN
ceMUIM OT MH(pEKIUs, Hail-4ecTo OeTa XEMOJIUTUYEH CTPENTOKOK oT rpyma b, Staphylococcus
aureus, Esherichia coli, Mycobacterium tuberculosis, Mycoplasma pneumoniae, EBV, Hepatit B
virus, varicella, adenovirus, CMV, Bakcunaiuu cpeity Tud, maparud, xonepa, KbjTa TPecKa.
Hsxoun nekapcTBa Kato MEHMLMINH, aMOUIINH, eputpomuiind, HCIIBn morar na oTkiroyat
6omnectra. CTynoBH BB3JCHCTBUS, yXallBaHE OT HMHCEKTH, XPAaHUTEIHH AJEPreHH CBIINO ca
OIKCaHM KaTo Tpurepupamu akropu. Kiacuueckata KIMHUYHA TpHaJa BKIIOYBA MaJIIHpyeMa
nyprHypa, CTaBHU CMIITOMHM (apTpUT/apTpairuu) u abgoMuHamHa 0oJka.

Kpuorno0yJinHeMHYHUTE BACKYJIUTH TMOPa3sBaT MAIKHUTE CHAOBE OT KPHOIPEIUITHTHPAIIH
umyHornooynunu. Haii-uectro ce acouuupar ¢ Xenatut C BupycHa uadexuus (60-90%), karo
KJIMHUYHATa UM M3s5Ba € naianupyema mypnypa. Ocsen ¢ HCV undexius kpuorno0yimHeMusTa
ce acouuupa oILle ¢ KPbBHM 3a00isiBaHMsA (MYJITHIUIEH MMEJIOM, MaKpOIJIOOyJIuHEMHUS,
muMmdonponndepaTuBHU 3a00isBaHUsA), C OOJIECTM Ha CBhEAMHUTENHATa TbKaH, BHUPYCHHU,
6akrepuanau napexun (HBV, CMV, EBV, cudunuc, naiimcka 6oect).

3acsra »KeHHU Ha Cp€aHa Bb3pacCT MMO-4€CTO B CHACMHUYHU paﬁOHH ¢ Hajgumuue Ha HCV I/IH(I)CKL[I/IH.

Leucocytoclastic 1. Be3pacr Ha mosiBa >16 roauHu

vascilitis 2. AnaMHe3a 3a yrnoTpe0a Ha JieKkapcTBa

3. [Tannupyema mypiypa

4. Maxyonaiyio3eH rush

5. buomncusa Ha aprepuosid WM BEHYJIM C TPaHYJIOLUTH
MIEpUBACKYJIAPHO UM €KCTPaBaCcKyJIapHO

3a duaenosa ca Heobxo0umu 3 Kpumepusl

Henoch- Schonlein | Iaanupyema nypnypa (3aIbJKNTeIeH KPUTEPHIA) M [TOHE eIUH 0T
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purpura CIEHUTE:

1. dudy3na abmomuHaman O0OJIKa.

2. buoncus nmokaspama IgA aemno3uty.

3. ApTpuT/apTpairuu.

4. bpOpeuHo aHTaxupaHe (XeMaTypus U/IIH TIPOTEHHYPHS).
Cryoglobulinaemic | msima

vasculitis

TepaneBanHO MmoBeACHHUE: OIIPEACIIA C€ OT TOBA JAJIM UMa CUCTEMHU IIPOSABU, OT TECKECTTa Ha
KOXXHUTE JIC3UH U JaJIM UMa HAJIMYHA XpPOHUYHA I/IH(i)eKI_[I/IH.

Baxmno e Ja Ccc HﬂCHTH(bHHHpa M OTCTPAHU HpCAnojJaracMuiAT aHTUI'CH, aKO TOBa € Bb3MOXHO,
Aa €€ JICKyBa OCHOBHOTO 3a00J1s1BaHe aKo BAaCKYyJIUTBT € CBHIIBTCTBALllAa IIPpOABA WK Ha CC
OTCTpaHU TYMODPBT IIPU MAJIUTHCHOCT.

JleueHmne IIpHU JICBKOOUTOKIIA3UYHUTEC BACKYJIUTU

CaM0 KOKHM JIe3WM | TTOKOH, MOBAUraHe Ha KpakaTa, MOJIbpiKallia Tepanus(dopanu,peBpb3ku),
(HeycJ10:KHEH ) XUApaTanus

antuxucramuan, HCIIBI, Antumanapuiiny, Koaxunus,

Jlamcon

Ipu ymmepanuu Ha | Koprukocreponan B komOuHanus ¢ MTX win
KOJKHUTE JIe3nH
Koptukoctepounu ¢ nukiodochamua

Ipu cucremun | Cyclophosphamide 2 mg/kg auelkf wim monx dopmara Ha mysc Tepanus
nposisu  komOuHarws | 1.0gr

OT KOPTUKOCTEPOUIH U o
MMYHOCYTIPECOPH Azathioprine 1-1,25 mg/kg nHeBHO
Mycophenolate mofetil 0,500-2,0 gr naesHO
Cyclosporine 2,0 mg/kg mueBHO

Methotrexate 7.5-15 mg ceamuumo

IIpu Hedpur komOuHarms ot ['K u umyHOCynpecopu, HHTpaBEeHO3HU UMYHOTJIO0YIHHH,

Rituximab, masmadepesa.

Jleuenue na Henoch-Shonlein purpura:

| Jlekn s1e3nun | CuMITOMAaTUYHO
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Xupapararus
AHTHXHCTAaMHHU
AcnupuH
AmnanreTuiu

HCIIBn

Koptukocreponay JIoKaiHO

JOudy3uu jie3un win cucteMHn | [mokokopTukouan B 1o3a 60-80 mg ou

NposiBH Cren oBnajsBaHe Ha cCUMITOMUTE - HUCKH no3u [ 'K 3a n3osirsane
Ha PEIH/IHB.
ITpu HeoBnaasiBane u xpouuduupane - Komaxurms B 103a 2.0 ¢
JTHEBHO

Teskkn, Obp3onporpecupanim, I'moxokoptukonmu 60-80 mg nHeBHO W nukinodochamun 2

peunIuBHp AT mg/kg nueBHO WM mMyJc Tepamus ¢ 1.0 gr MeceyHo uin

MTX 10-25 mg cenMu9IHO HIH

Azarnonpun 50-200 mg nau

Muknocmopun 3-5 mg/kg

[Tpu HomoBMNMsABaHE ce mpuiara rituximab, umyHornoOynuHy,
mwa3mMadepesa

Jleuenue Ha KpPlOF.]IOﬁy.]II/IHEMI/I"IHI/ITe BACKYJIUTH :

EULAR/EUVAS npenoppuBatr Xenatut C HeraTHUBHUTE KPHOIJIO0YJIMHEMHYHH BaCKYJIUTH
Ja ce JIeKyBaT Cropei mpernopbkute 3a JiedeHne Ha AAB (¢ KOpTUKOCTEOMIH W

UMYHOCYTIPECOPH).

Rituximab wmoxe pna ce w3mon3Ba npu nanumeHtd ¢ Xematut C,  acouuupaHu
KPHUOTJIOOYTMHEMUYHN BaCKYJIUTH M MOXE Ja ObJe IOJIC3CH MPH HEACOIHWHUPAHH C BHPYCH
CCCHIMATHA  KPUOTTOOYJIMHEMUYHH BacKynuTH. Rituximab e antepHaTuBa, KOrato
UMYHOCYITPECOPHUTE Cca MPOTUBOMOKA3aHH, Hee(DEKTHUBHH MM HE Ce MOHACAT J0Ope OT OONHHTE.

I[Ipu Obp30 nporpecupamo O0bOpeYHO YBpexJAaHe, TEKKa HepponaTus, € YMECTHO
IpUaraHeTo Ha UHTPaBEHO3HU MMYHOTTIOOYIMHU WK Tu1a3Madepesa.

AKO KpHOTJIOOYTMHEMUYHUTE BAaCKYJIUTH C€ AbJKAT HA MHPEKLHUs Ce JIEKyBaT C €THOJOTHYHU
cpeactBa. Ilpu xematur C BupycHa MHQEKIMs ce mnpuiaraT HHTeppepoH U pubdaBapuH B
KOMOMHAIHSI, KOSITO € M0-00pa OT MOHOTEPAIUsATA.

BackyauTu Ha pa3/IMYHM 110 TOJIEMHUHA Ch/I0BE
Boaecr na Bexuer (Behget's disease (BD))

bonecrra Ha bexuer e BAaCKYJIUT, KOWMTO MOJKE J1a 3aCeTHE U ApTCprU U BCHU. XapaKTepI/BI/Ipa Cce
C peauauBUpalii oOpajlHa W T'CHUTAJIIHA a(bT03a, B CbUY€TaHHC C OYHH, CTaBHHU,
raCTpOMHTCCTUHATIHU W/MIIH  OT I_IHC BB3MNAJIUTCIIHNU JIC3UU. HpI/I HETO ce Ha6J'IIOI[aBaT
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€HOBPEMEHHO BAaCKYJIUT, apTepUAIHU aHEBPHU3MHU, TpoMOaHTHHUT U Tpombo3u. Cpema ce mo-
4ecTo IpH OIpeaeseHr eTHu4Yecku rpynu. Hamune e reorpadceko pasnpenenenue Ha 6onecrra
Mo T.H. ,,lIbT Ha KonpuHaTa - paiioHa oT Anonus u Kurtait 1o M3rounoro CpeanzemMHomopue
BKJIrOuBanlo crpann kato Typuus m HMpan. Haii-uecto 3acdra Typuu, apMEeHIM, UpPaHLUH,
snonuu. Yecrorata My e mexay 80-420 na 100 xun. 3a U3tounoro CpepauzeMHoMOpue U
Typuus u 1.6 Ha 100xun. 3a 3amagHa EBpoma. 3anmouBa KbM TpeTara A€Kaja Ha KHUBOTA.
Acouuupa ce ¢ HLA BS. Jluarnosara ce nocrass ¢ 110 Kputepuure Ha Mex1yHapoiHaTa rpymna
3a mpoyuyBaHe Ha OosiectTa Ha bexuer, 1990r.

I'J1aBeH KpuTEepuii

PeumauBupamu opannu nopaxeHus (agpro3Hu u xepneru)opMeHH), yCTAHOBEHH OT JIeKAp WIN
OT OOJTHHUAT, KOUTO PeNUIMBUPAT MOHE TPH MHTH B PAMKHUTE HA €HA IOJNHA.

JApyru kpurepuu:
1. PenmmuBupaiiy s3BU 10 TCHUTATUUTE.

2. OuHHM Ne3un: IpesieH YBEUT, 3a/IeH YBEUT, IPOMEHH B CTHKIOBUAHOTO TSUIO M BACKYJIUT Ha
pETHHATA,yCTaHOBEHU OT O(TaIMOIIOT.

3. Koxan ne3un: erythema nodosum, nceBnodonuKyInT, Mamyao-yCcTyI03H! JI€3UN WA
AKHETIOAOOHHU BB3IU MPH OOJIHU cJie]] FOHOIIIECKA Bh3PAacT M KOUTO HE MPOBEKIAT
KOPTUKOCTEPOUIHO JICUCHHUE.

4. TlaTonoruyHa KOXXKHA peakius clie]] yookaaHe (CTepuiIHa MycTyJia), OTYeTaHa OT JieKap Ha
24-s, 48-51 yac-1.Hap. ,,patergy test”

Juarnosata ce npuema npy HaJIM4Me Ha TIIaBHUAT KPUTEPHUU U [TIOHE HA JBa OT OCTaHAJINTE
KPUTEPHHU.

Jleuenue

W3non3sar ce ciaeaHuTe JICKapCTBa.

KopTtoxocTepounu 1-2 mg/kg ¢ momappxkamia go3a 1-2 Tabnetku nuesHo, [IT ¢ 1,0 g
BEHO3HO MPH BCEKU MO-TEXKBK ciayvail. E(exkTHBHM Npu MyKO3HH U
KOKHU JIC3UH, YBEUTH, HEBPOJIOTMYHU cUMITOMH. Kato MoHOTepanus
iy B KoMOuHaIms. He mogoOpsBaT ApaTrocpodHaTa MporHo3a.
Colchicine 1-2 Mg nHEBHO [0 OBJaasMBaHe Ha KIMHUYHUTE CUMITOMH. OcoOeHO
e()EeKTUBHU MIPH MYKO3HH, KOKHU IMPOSIBU, apPTPUT, EpUTEMA HOJIO3YM.
CurnndukanTeH edeKT BbpXY aKTUBHOCTTA Ha OOJecTTa.

Benzathine Penicillin 1,2 muin. E Ha 3 ceamuii, 0COOCHO e(peKTUBEH B KOMOHWHAIMS C
KOJIXUIIMH NPH MYKOHA3JIHU YIIIIEPAIIUU U aPTPHT.
Azathioprine 50-150 mg aHEBHO, CpeICTBO Ha W300p NpPU OpAIHH, T'€HUTAIHH

yJLEpalyu, apTpUT, OYHM IposBu. HamansBa mosBaTta Ha MYyKO3HH,
KOXXKHHU yJIIepanyu, apTpUT, OYHH CUMITOMH. 33 MPOQUIAKTHKA Ha
HOBU OYHHU IPOSIBH.
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Cyclophosphamide 1,0 g/m? i.v. 1 mbT MeceuHo nipu o4yHM u cucteMun nposisu (IJTHC,
apTepraIHu aHEBPHU3MH ), IT0-100Bp edekT B komOnHanus ¢ I'K.
Cyclosporine 3-5 Mg/kg AHEBHO, NMPHU HEMOBIUSABAHE OT JAPYTHUTE JIEKApCTBa, T00BP
Npyd aKTHMBHH OYHH BB3MAJEHHs, NpPH OMACHOCT OT 3aryba Ha
3pEHUETO, HEBPOJIOTHYHHU MPOSIBH.

Anti-TNF-alfa
Infliximab 5 mg/kg Ha 6-8 ceaqmunu
Etanercept 50 mg ceaMUYHO, HaMalsBa TOfBAaTa HA OpAIHH YIIEPAIHH,
HOJTyJIapHH KOXKHU JIC3UH, TTAITYJIOMYCTYIO3HU JIC3UH
Rituximab 1000 mg na 15 guu, curHuuUKaHTHO mMmomoOpeHHe Ha oOmiara
AKTHBHOCT

XHpYpru4yHo JiedeHHe C€ Hajara Mpu apTepUaHd aHEBPU3MU M PELUIUBUPAILINA MaCHUBHU
xemontusu. [Ipu nmepdopanus Ha 4yepBO, TPOMOOTHYHA OOCTPYKIUS Ha roiieMu chbaose. llpu
OYHU YCIOXHEHUSI-TJIAyKOMa, MPEIUIUTATU B CTHKIOBUIHOTO TSLIO.

CUHAPOM HA CBOI'PEH

CuHIpoMbT Ha SjOgren e XpOHWYHA BB3MAJIMTEIHA ABTOMMYHHA OOJIECT, KOSATO 3acsra
€K30KpUHHUTE JKJIE3U, IMPEAU BCHUYKO CIIOHYEHUTE M cib3HUTE. CUHIApOMBT Ha ChOrpeH
(Sjogren) e TpeToTO Haii-4ecTO CpEIIaHO AaBTOMMYHHO 3a00JsiBaHE CIIe]] PEBMATOMJIEH apTPUT
(PA) u cucremen nynyc epurematosyc (CJIE). CunapomspT Ha Chorpen ce HaOmogasa npu 30-
50% OT mauueHTUTE C PEBMATOUAEH apTpUT, KakTo U mpu 10-25% oT Te3u cbc cucTEMEH TyIyc
eputematosdyc. Okono 90% ot OoHHUTE ca KEeHHU, KaTo 3a00JISIBAHETO CE U3SIBSIBA HAl-U4eCTO BB
Bb3pactTa Mexay 40 u 50 r. OCHOBHUTE NMPOSBU Ca CyX KEPaTOKOHIOHKTHBHUT U KCEPOCTOMHMSL.
[Ipu no-pasreppHaTa KIMHUYHA KapTUHA MoraT ja 0bJaT oOXBaHATH U Apyrd OOraTu Ha KJe3u
OpraHu M CHCTEMH KaTo AMXaTeIHaTa, XpaHOCMMJIATeIHATa, OTAEIUTEIHAaTa CUCTEMH, TaHKpeac,
MYCKYJIU, HEpBHA CUCTEMA U Jp.

CuHIpOMBT Ha SjOgren Moxke Ja ce U3SBH KaTo CaMOCTOSTEIHO 3a00JsiBaHe, HO B IMOJIOBUHATA
OT cllydauTe ce HaOoJaBa NpU MalMEeHTH, CTpajalld OT IPYr'M aBTOMMYHHU OO0JIECTH —
peBmarouieH apTput, CJIE, nepMaToMHO3UT/MOIUMUO3UT, CKIEPOJEPMUS U IP.

3a mocTaBsHE Ha IMpaBWJIHA JMarHo3a € HeoOXoauMo Jaa ObAaT HampaBeHW CHeHU(PUYHU
umyHonornunu u3ciensanus (Ro-SS A , La SS B, ANA wu ap). Uecto ce Hamara
OCBIIECTBSIBAHETO OMOIICHS Ha CIIOHYEHA KJie3a U cuayorpadus, cienu@uaHo u3cieaBaHe Ha
OYMTEe M CI'b3HUTE *kJie3u. CrieruasHo BHUMaHUe ce oOpbIlla Ha 3acsiraHeTo Ha JIPYTH OpraHu u
CHUCTEMH TIPH MPOTUYAHETO Ha OCHOBHOTO aBTOMMYHHO 3aboisiBane. CunapomMsbT Ha ChOTpEH €
XPOHUYHO, PEelMIUBHUpAIIO 3a00JsBaHE KAaTO Haii-uecTo 3aTpyJHEHHs NPEAU3BUKBAT OYHUTE
00JIeCTHU MPOSIBU M CyXOTaTa Ha yCTHATa JUraBuia. JleueHneTo ce HacouBa KbM OBJIAJsIBAaHE Ha
MPOSIBUTE Ha 3acCerHaTH OT OOJIECTHHUS MpOLeC OpraHu U cucremu. llpunarar ce oOMuauHUTE HE
crenu(puYHA aHTUPEBMAaTUYHU cpefcTBa. KopTu3oH ce u3nonssa no uskiodeHue. OOuvaiftHo ce
npujaraT IMpenapaTd  YCUJIBAIlM CJIIOHO M CBI3OTACNSHETO M M3KYCTBEHH  CBI3H.
NmyHocynpecopu ce umar npeaBua MpH OIpeneseHu ciydau. Ako cuHIpoMbT Ha ChOrpeH ce
BKJIIOYBA B KIMHHYHATA KapTHHA HAa PEBMATOMJEH apTPpUT, JIYIIYC, IE€PMATOMUO3UT U IYTU
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CHCTEMHH aBTOMMYHHH 3a00JIIBaHUS TepamnusTa ce BOJAM CHIVIACHO MpaBHJaTa BAJTUJHU 32
CbhOTBETHOTO OCHOBHO 3abouisiBaHe. Hamocneqbk B CBETOBEH IUIAH CE MPaBAT OMMTHU 3a JICUCHUE
Ha 3200JI9BaHETO U ChC OMOJIOTUYHU CPECTBA.

Bunose cunapom Ha Sjogren

e IIbpBUYEH — HEM3BECTEH MEXaHU3bM, O€3 J1a UMa Apyro 3a00IsIBaHEe HA ChEIUHUTETHATA
ThKaH. [IpuunHara 3a Bb3HUKBaHe Ha cuHaApoma Ha CbhorpeH e HeusBectHa. [Ipenmnomnara
ce, ye Ha (hoHAa HA TeHETUYHA MPEAPA3NOI0KEHOCT, HIKAKbB MPOBOKUpaIl (aKTop OT
OKOJIHaTa Ccpela OTKJIouYBa  3abosigBaHeTo. JlokaszarencTtBa 3a  TeHETMYHATa
MIPeIpa3noyIoKEeHOCT ca MO-TroJIIMaTa YecToTa Ha 0OJIeCTTa B HSIKOM CEMENCTBA U yecTaTa
KOMOMHAIMSI HAa CHUHIpOMA C JIPYTH 3a00JIIBaHMsI, 32 KOUTO CHIINO € JOKa3aHa TeHEeTUYHA
MpeIpa3noiokeHOCT. Bee ole ocTaBarT HEW3BECTHU EBEHTYAIHHUTE (DAKTOPH, KOHTO
MIPOBOKUpAT aBTOMMYHHATA aTaka.

e Bropuuen — B Xoia Ha Jpyrd 3a0onsiBaHus (CHUCTEMEH JyIyC €pUTEeMaTo3yc,
pEBMATOUIEH apTPUT, CUCTEMHA CKIIEPOACPMHUS, XPOHUUEH XEMaTUT, TUMGOMHU U Ap.)

I[I/IaFHOCTH‘-IHI/I KPpUTEPUHA

CrpIecTByBaT pa3inyHU KIAaCH(PUKAIMOHHU KPUTEPHUH, KOUTO ca ce OPOPMUIM OT pabOTHH
rpynu (KOTIEHXareHCKH, SIMOHCKH, TPBIKH, KanudopHUiicKu, eBporeiickn). /JHec ce m3monssar
Kputepuute Ha EBpomneiicko-AMepukaHckaTa paboTHa rpyma, cb3aanenu npes 2001r.

1. Ounu cunTomMu (HaJaU4Ke HA €IMH OT M30POCHHUTE TPH MTPU3HAKA)

® CXKEJIHEBHA CYyXOTa B OYHUTE 3a MOBEYE OT 3 Mecela,

¢ pcuuauBpamio JPa3HCHE KATO MMONaJaHe Ha IISICBbK B OYHTC,

® M3I0JI3BAHC HAa U3KYCTBCHU CBHJI3HU MOBCYC OT 3 nuTH JHCBHO,

2. CHUMIITOMM OT YCTHATa KyXHHA (HaJM4YUe HA eIMH OT U30POEHHUTE TPU MPU3HAKA)

® YYyCTBO 3a CYXO0Ta B YCTaTa B NPOABJIKCHUC HA IMOBCYC OT 3 MECEIia,

® pcuuavBUpall UJIH NOCTOAHCH OTOK Ha CIIOHYCHHUTEC XKJIC3HU,

® YCCTO IMPUCMAHC HAa TCYHOCTHU 11O BPEMC HA XPpaHCHC,

3. OunHu npu3Hanu (HAIMYNe HA eUH OT JIBaTa MPHU3HAKA)

® TIOJIOKUTEJICH TecT Ha Schirmer (< 5 MM 3a 5 MuUHYTH),

e wuHjeKC >4 mo Metoaukara Ha Van Bijusterveld mpu uscnensane ¢ Rose-Bengal.

4. TIpu3HanM OT CJIIOHYEHHUTE KJIe3H (HaJuuue Ha €IMH IMOJIOKUTENCH OT U30pOCHUTE
3 mpu3Haka)

i CLII/IHTI/II“pa(I)I/I}I Ha CJIFOHYCHUTC XKIIC3U,

e mapoTHJHa cuanorpadus,

® HECTUMYJIHMPAHO OTJEISHE Ha CIFOHKA MO-Majko oT 1,5 mut 3a 15 Munytn

5. IlonoxkuTesieH XMCTOJIOTHYEH Pe3yJITaT

6. ABrtoanturtesa KbM RO (SS-A) w/unm La (SS-B) anTurena.
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JlnarHo3ara mbpBHYeH CHHIAPOM Ha SJOQren e CMrypHa npu M3MBJIHCHU 4 OT 6 KpUTEpHH,

BKJIFOUMTEJIHO TOJIOKUTEIHA OUOTICHS WJIM TMOJOXKUTENHU aHTuTena (kpurepuu 3-6), a npu 3

KpUTEPUU - BEPOSITHA.

Jlmarno3ara BTOPHYEH CHHAPOM Ha SJOJren e CMrypHA NpH HAJIMYME HA JAPYrO CUCTEMHO

3a00JIsIBaHE HAa ChCAMHUTEIHATA ThKaH U HaJu4uue Ha eaud cuMitoM (1-2) mau 2 (3-6).

Kaunuyna KapTuHa

Ilpu nbHpBUYHMS CHHAPOM Ha Sjogren ce HaONIOIABAT JIOKAJHHM (KCEPOCTOMHS U

KcepopTanmusi) U cucTeMHH NposiBu. CHCTEMHUTE MPOSIBYU Cca MpeACTaBeHu B Tabm. 1.

ZII/IXaTeJ'IHa CHUCTEMaA

XpoHUueH OPOHXHUT

JIumdpounuTeH UHTEPCTUIIAJIEH THEBMOHUT
[IceBnonumdom ¢ HOxyNapHU HHPUITPATH
JIumdpom

I1neBpasinu U3JIMBU

CromailiHo-uypeBHH MPOSIBU

Jucdarusi, acormupana ¢ KCepoCTOMHUS
ATpoduueH racTput

UYepHoipoOHO 3acsiraHe

bunuapha nuposa

Cknepo3upali XOJaHTUT

KoxHu nposisu

Barunanna cyxora
Xunepriao0yaMHeMUuHa mypnypa (HeTpoMOOIIUTOIIEHUYHA)
BACKYJIUT

EHnoxkpuHHYN NIpOsIBU Tupeonaur

Tupeonana qucyHKIms
IIposiBu oT OMopHO- | Muanruu
JIBUTATEIHATa CUCTEMaA Aptpairun

Aptpur

Hesponornunu nposisu

[Tepudepno HeBpomarus
MHOXECTBEH MOHOHEBPHUT

XeMaToJIOrMYHU IIPOSBU

Heyrponenus, aneMusi, TpOMOOITUTONICHHS
IceBnonumbpom

JIumdpom

Anruo6nactHa TuMIIaZIeHONaTHs

Muenom

XeMaToJIOTMYHU IPOSBU

Heyrponenus, aneMusi, TpOMOOITUTONICHHS
IceBnonumbpom

JIumdpom

Anruo6nactHa TuMIIaZIeHONaTHs

Muenom

HpOHBI/I OT OTACIUTCIIHATa

TyOynounrepcrunuaieH Hehpur
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cucreMma

I'momepynonedput(nunca va antu-AHK)
CMmeceHa KpHOTI00yIMHEMUS
Amunongosa

OO6cTpykTHBHA HEepoTaTHs

Backynut Ha 650peunu aprepuu
XUNOCTEHYpHUS

XHUIOKAIMEMUS, TTIIOKO3ypUs
XunepxJopeMHYHa alu103a

AnlepruyHu posiBu Yprukapus

Makyino-mnamyso3eH oOpuB
Enem na Quincke

Actma

KonTakTen ngepmatur

CTpaTeFHﬂ Ha TepanusaTa
Jleuenuero e MMPOABILKUTCIIHO U MMa 3a LEJI Ja HaMaJIM AKTUBHOCTTAa Ha aBTOUMYHHUS IIPOLCC U
Ja 00JIEKYU CUMIITOMUTE Ha 3a00JISIBAHETO:
e JIOTUCKAHC HAa aBTOUMYHHUS ITPOLECC, HAMAJIIBAHC HAa BB3IMAJICHHUCTO U IIPCIOTBPATABAHC
BB3HHUKBAHCTO HA YBPCKAAHUA B 3aCCTHATHUTC OpraHu

Momudpunupamm  0oJjiecTTa  AHTUPEBMAaTHYHU  JIEKAPCTBA  (CUHTETUYHU
aHTUMAaJIapUITHU JIEKapCTBa, COJIM Ha 3J1aTOTO, IOTUCKAIIA UMYHUTETA JIEKApCTBa,
MOJlyJIaTOpy Ha OMOJIOTMYHUS OTroBop M Jp). ToBa neueHne 0OMKHOBEHO Cllabo
IIOBJIUSABA OIUIAKBAHUATA, CBBP3aHU CbC CyXOTa M CE€ IpUiara Ipu TEKKHUTE
(dbopmH Ha 3a00JIIBAHETO ChC 3acsiraHEe HAa CTABUTE M BbTPELIHUTE OPraHH.
HCIIBa (acnmpun, paukodeHak, CyYIUMHAAK, MUPOKCHKAM, MEJIOKCHUKaM,
HUME3YJIMJI, IeeKOKCcMO W JAp.) 3a oOjekyaBaHe Ha OojKaTa M OTOKa BbB
Bp3nanenute Tbkanu. HCIIBn Tps6Ba na ce u3mona3BaT BbB BBb3MOXKHO Haii-
HUCKHU JI034 32 Bb3MOXKHO Hall-KpaTbK IIEPUOJ OT BPEME.

Koprukocrepouanre ca MOIIHO ITPOTUBOBB3IAIUTEIHO CPEICTBO M MOTAT Ja Ce
npueMaT Ipe3 ycraTa WIM KaTo MHXKeKIMOoHHa ¢opma. Te ce mpumiarat mno
OTpesieNIeHN CXEMM, KOUTO CE€ CTPEeMAT Ja yNoTpeOsBaT BH3MOXKHO Hal-HUCKH
JI03U 332 Hal-KpaTbK IIEPUOJ OT BPEME,

AHTHMaJIapMiHUTe JIeKapcTBa (XUAPOKCUXJIOPOKBUH), 3JIaTHUTE Ipernapatu u
HHUTOTOKCHYHHUTE JIeKapcTBa (MMYHOCYIIPECOPH - a3aTHOIPHH, IHKIohochamu,
uukiocnopud, MTX u 71p.) moTuckar akTHBHOCTTa Ha aBTOMMYHHHSI IPOLEC U
OOMKHOBEHO c€ TMpujaraT Npu Hal-TexkuTe (opMH Ha 3a00JIBaHETO ChC
3acsraHe M Ha JPYrd OpraHU M3BEH CIIb3HUTE M CIIOHYEHU kie3u. [lanmumenture
TpsiOBa peOBHO J1a C€ MOHUTOTHUPAT.

e (OOexk4yaBaHe HA CUMIITOMHUTE

n30ArBaHe Ha JeKapcTBa, KOUTO 00€3BOJHSABAT OpraHu3Ma (AuypeTuld, Oera
ONOKepH, AHTUICNPECAHTH, AHTUXMCTAMHHM, HA3aJHU  JIEKOHTECTaHTH,
MepOPaTHA KOHTPAICTITUBH, aHKCHOJIUTHUIIM U JIP.)

o0JieKuaBaHe Ha CyXOTaTa B OYMTE - U305TBa ce MPECTOS B NMOMEIIEHUE ChC CYX,
3aJIMMEH Bb3AyX, U305TrBa c€ TIOTIOHOIYILIEHETO; MpUJIaraT ce W3KyCTBEHU ChII3H
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U OBJIAXHSBAIM MEXJEMH 3a IMPE3 HOIITAa, KAKTO M OYHHM KAIKH ChIAbpPIKAIIU
UKJIOCTIOPHH.

JlokamHOTO MpUIIOXKEHHE Ha anda-muHoieHoBa kuceiauHa (alpha-linolenic acid),
OT Tpymnara Ha oMera-3 MacTHHTE KHCEIMHH, MMa IIOJIOKUTENCH e(eKT 3a
OT3BYYaBaHETO HAa CHUMIITOMHTE OT IMOJICKAIIUTE BB3MATUTCIHH MPOMEHU TPU
CHHJIpOMa Ha CyXO OKO.

[Tpu Hanuume Ha MHPEKIUS — JTOKATHO KOPTUKOCTEPOUIN U/UITH aHTUOHOTHUIIH.
XUpypruyHo JiedeHne (MMIUTAHTUPAaHE Ha CHHTETHYHH OOTYypaTopy Ha CITb3HHUTE
KaHAJIYeTa, C [eJI ChXPaHECHUE Ha MAJIKOTO IPOU3BEICHA COOCTBEHA ChI3a).
o0JieKkuaBaHe Ha CyxoTaTa B ycTara - TpsOBa Jia ce mpueMar roJsiMO KOJHYECTBO
TEYHOCTH, Jla C€ MOJIbPKAa BUCOKA BJIAKHOCT HA BB3AyXa M Ja Ce Clla3Ba MHOI'O
no0pa ycTHa XWTMEHa; Mpuiara ce M3KyCTBEHA CIIOHKA M TacTh 3a 3b0u 0e3
JCTErPreHTH; CTUMYJIMPAaHE Ha CIIOHYHUTE JKJIC3U MOYXKE JIa C€ OCBIINECTBH 4Ype3
J'bBUCHE Ha JBBKH O€3 3axap, TJIMIICPUHOBHU JIBBKH, IIMCHE HAa JIMMOHOB COK 0e3
MOJICITAZIUTENH, )Ka0yPEHE ChC CIEIUAIHN PA3TBOPH H JIP.

JlekapcTBa CTUMYJIMPAIIN CIFOHYHATA CEKPEIHs KaTo MIJIOKAPIIHH U [IEBUMEIINH;
TE3W JIEKapcTBa He TpsiOBa Jia ce mpujaraT MpH HAJIWYHE Ha ChPACYHO-CHIOBH
3a00JIsIBaHMsI, aCTMa HIIU TI1ayKOMA.

J1oOpu pe3ynTaT ce choOIaBaT OT MPUIAraHETO Ha OJIMO C BUCOKO ChIbPIKAHUE
Ha BUT. E.

HaBpeMeHHO W TpaBWIIHO JieueHHWE Ha uecTuTe HH(pekuuu (OaKTepualiHd u
I'bOMYHU) HA YCTHATA KyXUHA, 3bOHUS Kapuec U 3a00JsIBAHUATA HA BEHITUTE.

3a oOJieKuaBaHE CyxOTaTa W 3alylIBaHETO Ha HOCA CE€ M3IIOJI3BAT CIpEHOBe
ChIBPKAIIM COJHM, & HE OOMYAWHUTE OTITYIIBAIM KAaKH 332 HOC, Thi KaTto Te
W3CyIIaBaT JIUTaBHIIaTa.

3a TPEOJI0IsIBAaHEe CyXOTaTa Ha KOXKaTa ce WM3MOJ3BaT Pa3JIMYHHU OBJIAXKHSBAIIN
KpEMOBE.

3a CyXOTaTa BbB BJIATAJUIIETO CE MPHUJIAraT OBJIAKHSBAIIA KPEMOBE.

[TapanenHo ce nekyBar mpuapyxkaBanuTe cuaapoMa Ha CbOrpeH 3a00JIIBaHus, KATO TUPEOUTUT
Ha XamuMoTO, TUM(}OM U CUCTEMHUTE ChbeTUHUTETHO-ThKaHHU 3a00JIIBaHUS.

Jleuenue

He CbIICCTBYBA CHCLII/I(I)I/I‘IHO JICYCHHUEC 3a CMHApOMA Ha CLOFpeH, gpe3 KOCTO Ja CC€ IMOCTUTHC
INEPMAaHCHTHO BBH3CTAHOBSABAHEC Ha JKJIC3HATA CCKPEL M. HpOBe)KI[a CC JICYHCHHUE CIIOpC] BOJACHIaTa
KJIMHUYHA KapTUHa U OMBa CHMIITOMATHYHO U noAAbPIKAIIO:

CUMOTOMATUYHO JICUYCHUE

1. JleyeHHe HA KCEPOCTOMHUSATA

1.1.
1.2.

1.3.
1.4.

[Ipodunaktuka u neyeHne Ha 3bOHUTE KapuecH.

CTI/IMYJ'II/IpaHe Ha CJIIOHYCHATa CCKpCHUuAaA — C (I)I/ISI/IOJ'IOFI/I‘{Ha (I[’LBKa 0e3 3axap,

6onbO0HM) U papmakosoruyHa ctumystanus (pilocarpine, bromhexine, cevimeline
Jleuenue Ha OopajiHaTa KaHAHUA034.
3aMecTUTEeIN Ha CIIIOHKATA.
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2. Jleuenue Ha KcepodTanmMusiTa

2.1.  3amecTuTeNH HA CHIA3UTE (M3KYCTBEHU ChHII3H)

2.2.  OsnaxHsBalIM rejose, chabpxaity Sodium hyaluronate

2.3. CpxpaHeHHE Ha CIIb3HATA CEKPEIIHs

2.4. TlporuBorb3nanutennu cpeacrsa — HCIIBi, koptukoctepouau, cyclosporine A

2.5.  CrumynupaHe Ha CIIb3HATa CEKPEIIHS.
MeTtoauTe 3a Ied4eHHE HA CyXO OKO Ca Pa3jIMYHU B 3aBUCHUMOCT OT TEKECTTa Ha ChCTOSHHUETO:
NPUJIOKCHHE HAa W3KYCTBEHU ChBJII3H, TEIIOBE, OBJIAXHSIBAIIM KaMepu, KOMTO MOrar Ja ce
M3IOJI3BAT TOJIKOBA YECTO KOJIKOTO € HEOOXOAMMO, B 3aBUCUMOCT OT TEKECTTA Ha OIJIAKBAHUATA!
or 1-2 mbTH HA ACH 10 HAKOJKO MBTH Ha 4Yac. [Ipu Hal-TeKKHUTE ClydaW Ce MMILIAHTUPAT
CUHTCTHYHU OOTYPaTOpH Ha CIB3HUTE KAaHATYETA, C IIeJI ChXPAaHCHHE Ha MAJIKOTO MPOU3BE/ICHA
cobcTBeHa chiiza. Criope HAKOM MPOYYBaHUsI, TOMMKAITHOTO MpHiiarane Ha cyclosporine, KoiTo
yBeJIMYaBa HaTypaJiHATa MPOIYKIHS Ha CHI3UTE, BOJU JI0 MOAOOpSIBaHE HA CHHIPOMA Ha CyXO
OKO, HE3aBHCHMO Jalld TOH € wu3pa3eH B ciaba, CpelHa WIM TEekKKa crereH. JIokaaHOoTo
npujioKeHue Ha aida-nmuHosieHoBa kucenuHa (alpha-linolenic acid), or rpymara Ha omera-3
MACTHUTE KHCEJIMHHU, HMMa TIOJOXHTEICH €(PEeKT 3a OT3BYyYaBaHETO HA CHUMITOMHUTE OT
MOJIJISKANUTE BB3MAIUTEIIHA MPOMEHH TPH CHHJIPOMA Ha Cyxo Oko. IIpwiarar ce um Torum
KOMIIPECH — IOCTaBs C€ TOIUIA, BJIaXka Kbpra 3a 10 MUHYTH BbpPXY KJICTIAYUTE BEIHBK Ha JICH.
[Ipunara ce u xuapokcunponui nenyino3a (Lacrisert), KOATO ce IMOCTaBs B JOJHHUS BbTPEIICH
BI'bJ Ha OKOTO. [Ipy HENmoBIUSBaHE C KOHCEPBATHBHO JICYCHHM CE€ TPWJIAraT XUPYPrHUECKU
METOJIH, TIPU KOUTO C€ 3aTBAPAT CIIB3HUTE KAHAIW OIEPATHBHO, KOETO BB3MPEISATCTBA CHIZHUTE
Jla OTUBAT B Hoca. ViMa W HOBa, JTUIO30MHA TEpaIus 3a JICYeHUEe Ha CyXoTo oko I[lociemuute
TOJMHYU Ha Ta3apa ce IMOSBU HOB JIMIIO30MEH MPOAYKT 3a ,,CyXO OKO“ moj ¢opMmaTa Ha OYCH
crpeit. Toll chIbpXka JUIMO30MH OT COCB JICIIMTHH, KakTO U BUTaMuHU E u A. Crpesrt u30sraa
Heymo0cTBaTa, CBbP3aHU C MPUJIAraHETO Ha TPAJUIIMOHHHUTE KAIlKH 3a ,,CyX0 OKO'", Thi Karo ce
MpbcKa BbPXY 3aTBOpeHU Kienauu. [Tokpaii knenaunus pp0 ChABPIKALIUTE CE B CIIPEs TUTTO30MH
CE CMECBAT C €CTECTBEHUTE JIMIH/IU Ha CIABb3HUSA QUM U IO CTaOUIU3Upar.

[TaroreneTnyHo jevyeHue (cnabo MOBIMIBA OIUIAKBAHMSATA, CBBP3aHU ChC CYXOTa U C€ Mpujara
IIpU TCIKKUT e(bOpMH Ha 3200JI1BAaHETO CHC 3acCSraHe Ha CTABUTE U BBTPCHIHUTC OpFaHI/I)
Antumanapuitau nexapcrsa (hydroxychloroguine)

KOpTI/IKOCTepOI/II[I/I (B’bB BB3MOKHO Hal-HUCKU 03U 3a Hafl-KpaT’bK nepuon ot BpeMe)
Nmynocynpecopu — cyclophosphamide, azatioprine, cyclosporine A, MTX
MopnysiaTopu Ha OMOJIOTHYHHS OTTOBOP

o akw

B-kneTpyHaTa XMIIEpaKTHBHOCT € KIIFOYOBA XapaKTepUCTUKA Ha martoreHe3ara Ha CHHApoMa Ha
Sjogren (SS). KeM HacTOAIIMS MOMEHT Ce MPOBEXJAT KIMHUYHU M3MUTBaHus ¢ Rituximab u
Epratuzumab, xouto paBar oOHajgekAaBalM pe3yiTaTH. [IbpBOHAYaNHHTE JaHHU 34
epexkruBHocTTa Ha Infliximab He Hamepuxa NOTBBPXKAEHHE, CIIEA MPOBEKAAHETO HA IO-
OOIIMPHY MTPOYYBAHUSL.

7. HCIIBn 3a o6nex4yaBaHe Ha Oonkarta TpsOBa Ja c€ W3MOI3BaT BbB BH3MOXKHO Hall-HUCKH
J03M 3a Hal-KpaThk mepuoa ot Bpeme (aspirin, ibuprofen, diclofenac, sulindac,
piroxicam, meloxicam, nimesulide, dexketoprofen, celecoxib).
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Yacrt Tpera

KOCTHA HATOJO0T'UA

OCTEOIIOPO3A (mo MKbB xox M80 u M81)

I. Jepuaunmst

Ocreomnopozata (OIl) e cHCTEMHO CKeJIETHO 3a00JsiBaHe, XapaKTEPU3HMPAIIO ¢e C MOHMKEHA
KOCTHA Maca W HapylIeHHe B MUKPOApXUTEKTypaTa Ha KOCTHATa ThKaH, BOJACIIX IO MOBUIICHA
YYIUTMBOCT Ha KOCTUTE U pUCK oT ¢paktypu (Koncencycna koudepenrus Ha C30, 1993 r.).

I1. Enugemuosorus

Ocreonopo3zata e yecto 3a0oinsBaHe. Eqna oT Bceku 3 jxeHH Ha Bb3pacT HaJ 50 roAvHU 1ie uMa
ocTeornopo3Ha (pakTypa, kKakto U 1 Ha 5 MBxe. 200 MJIH. KEHHU ca 3acerHaTuTe oT OojecTTa B
cBera. Besika Tpera »KeHa M BCEKU INETH MBXK BbB Bb3pacTTa Hajx 50 r. ca 3acTpamieHu Ot
ocreonopo3a. I[Ipeanonara ce, ye B bwarapua 317 000 >xeHu ca ¢ ocreonmoposa, a Te3H C
ocreonenus ca 504 000. Tosa o3HavaBa, ye 06110 okoJ10 820 000 ObATrapKy UMAT MOBULIEH PUCK

oT (hpakTypH.

. OII 3acsra okosio 75 munuona ayumu B EBpona, CAILl u SAnonus.
o Oxono 9 MWINOHA AYIIW TOAUIIHO MOJIy4aBaT HOBHM OCTEONOPOTHYHH (PpakTypu

— 1.4 MunuoHa ca KJIMHUYHO NPOSIBEHUTE BEPTEOPATTHU PPaAKTYpH
— 1.6 munuoHa - 6enpenute ppaxTypu
— 1.7 MunuoHa - QppakTypu Ha KOCTUTE Ha PBLETE.
. Ouaxksa ce 10 2050 r. yectorara Ha GeipeHnTe PpakTypH B cBeTa ja ce yBenuuu ¢ 310%

pu MbxeTe U ¢ 240 % mpu KeHuTe.

Buaose ocreonoposa
IIspBHYHA OCcTEONOPO3a

Ha mppBuuHaTra ocreonoposa ce naga Haa 95% ot ciayyaute npu skeHuTe U nosede ot 80% npu
Mbxe Hag 70 ronunu. Ts ce nenu Ha:

1. TlocTtmeHomay3alHa € OCTEONOpo3ara, KOATO HACThIIBa BCIEJACTBHE Ha OTIMAJAHETO Ha
siluHukoBaTa (yHKuua. OCHOBHa MNpuYMHA € OBP30TO HaMalsiBaHE Ha €CTPOreHUTE IpU
MeHormay3ara. [locTMeHomay3aaHaTa OCTeONopo3a ce cpella MpU KeHW Ha Bh3pacT 50-65
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TOJIMHUA. XapaKTepU3Wpa Ce C YCKOpeHa KOCTHa 3aryba, OCOOCHHO B paHHUTE TOAWHH Ha
KIMMakca. Yectu ca GppakTypHuTe Ha KUTKA U MPEIUICHH.

2. CenmHaTa OCTEONOpO3a B3HUKBA IMIPU KEHUTE U MBKEeTe Ha Bb3pacT Haj 70 roauuu. Tazu
(dhopMa Ha ocTeornopo3ara € CBbp3aHa C IPOMEHH, CBbP3aHH ChC cTapeeHeTo. OcBeH AepUIHUTHT
Ha XOPMOHHM, 3HAYCHHE MMa M HaMaJCHHUs MPUEM Ha Kajduuid U BUTaMUH D, abikami ce Ha
HaMaJICHOTO MM YycBosiBaHe. OcBeH (pakTypuTe Ha MPEIUICHH W KUTKA ca YeCTH W TE3W Ha
OenpeHara KocCT.

3. IOBeHuIHATA OCTEOIIOPO3a € PSAIKA U Ce Cpellla MPpH Jela ¥ MIIaJId Xopa OT JIBaTa IoJa.
BropuuHaTa ocTeonoposa

Ts e npuurHEHA OT MOJISXKAIIO 3a00JIIBaHe, TePUITUTHN CHCTOSIHUS WM ITPHUEM Ha JIEKapCTBa.
[IpyumHUTE 32 BTOpHMYHA OCTEONOpO3a MoOTaT jJa ObJaT MHOrO - XpPOHMYHA OBOpedyHa

HEJ0CTaThbUHOCT, XOPMOHAJIHU HapylleHus (cunapoMm Ha KyliuHr, XunepnapaTUpEeOUuaAU3bM,
XUINEPTUPEOUAN3bM, XUIIOTOHATU3BM WU 3aXapeH Jauaber), CTOMAIIHO-YpEeBHU 3a00JiBaHMUS,
PEBMATOHJICH apTPUT, JIYIIyC EpUTEMATOIEC, TEBKEMHUH/ITUM(POMHU, MHOKECTBEH MUEIIOM U JIp.
[IpoabiDKUTENIEH NIPUEM Ha HAKOM JIEKAPCTBA MOXKE Ja IOBEAE N0 BTOPHYHA OCTEONOpPO3a -
KOPTUKOCTEPOUIH, AHTUKOHBYJICAHTH, UMYHOCYIIPECOPH, XOPMOHM Ha ILMTOBHMJHATA JKIIE3a,
CTEPOUHHU XOPMOHH, AaHTUIICUXOTULH, TUTUH, MTX, aHTHauuau U UHXUOUTOPU HA IPOTOHHATA
[IOMIIa MOraT Jia HaMaJAT KOCTHaTa IUTBTHOCT WM Ja YBelIM4yaT pHUCKa OT (pakTypH.
3noynoTpeda ¢ aaKoXoJl WM KOHCYMalusaTa Ha KOenuH U MylIeHe Ha UIrapu MOKe Jla BJIOIIU
CBILECTBYBAILA OCTEOIIOPO3aTa.

CuMNTOMH Ha 0CTEONOpPO3aTa

Ocreomnopo3ata € HapedeHa “‘THUXHMAT Kpajel’, 3aloTo KOCTHaTa 3aryba mporhya 0Oe3
orutakBaHus. boikuTe ce mosBSBaT, KOTaTo ca HAJMIE MUKPO(PPaKTypu Ha MPEUUICHHUTE Tela,
MpOSBSIBAIA c€ C OOJKU B I'bpOa, KOMTO C€ YCHJIBAT IPHU CTOEHE MpaB U C€ YCIOKOSBAT B
JIETHAJIO ToJiokeHne. HamansBaHeTo Ha KOCTHaTa mMaca Ha MpPENUICHHTEe MOXKE Ja JIOBEAE 10
CMauKBaHETO UM (KOMIPECHOHHH (PpaKTypH), CIIOHTAHHO WM clief Jieka TpaBma. Okomno 70% ot
MpenUieHHUTe QpakTypu ca OE3CMMNTOMHH, KOETO 3aTpyJHSBAa paHHaTa UM JuarHosa. Haii-
yecTuTe (PpakTypu ca B 00JIacTTa Ha MPEIJICHUTE U JIbUeBaTa KOCT Ha pbKaTa, a Hali-TeXKarta €
B o0JyiacTTa Ha Oe/peHara muika.

II1. Inarno3a na OII

NzmepBanero Ha KMII ¢ nBoiiHoeHepruitna peHTreHoBa abcopbimomerpus (Dual-energy X-ray
absorptiometry, DEXA) ocraBa 3naren crangapT 3a auarsHosa Ha OIl mpeny HacThIIBaHETO Ha
¢pakrypute. Ilpu TO3M MeTo] ce M3MepBa KOCTHAaTa IUTBTHOCT Ha TPbOHAYHHS CTHIO U
tazo0enpenara craBa. KMII, uzmepena upe3 DEXA, ciyXu CbIIO 3a OLleHKa Ha (PpakTypHHS
PHUCK U MOHUTOpUpPaHE Ha €eKTa OT JIEUEHUETO.

Hedununus va C30 3a nparoere Ha KMIT (u3mepena ¢ nentpaiza DXA):

® HOpMAaJHa: T-score >-1.0 SD
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= ocreonenust: T-score <-1.0SD >-2.5SD
= ocreomnopo3a: T-score <-2.5SD
" TEXKa ocTeonoposa: T-score <-2.5 SD u npexuBsHa ocTeonopoTnyHa Gpakrypa

Yarpa3BykoBo u3cjeBaHe — Ha pblE U IE€Ta € CKPUHUHIOBO M YCTAHOBSIBA pUCKA OT
ocreonopo3a. Komn4ecTBeHUAT yATpa3ByK € CPEACTBO 3a OIleHKA Ha (PAKTYPHHS PUCK U TTOI00D
Ha Kanauaatute 3a neHtpanHa DEXA. Toll He mMoke Aa ce M3Moji3Ba 3a JUMAarHOCTHMKAa Ha
OCTeoIopo3aTa, HO C€ IPErnopbuBa KaTo CPEACTBO 3a MIbPBUYEH CKPUHHUHTH U € IOKa3aTes 3a
cTeneHTa Ha GpaKTypHHUSI PUCK.

KoanuecrtBena komniorspHa tomorpagus (Quantitative computed tomography, QCT) e
Pa3HOBHIHOCT Ha KOMIIOTbpHaTa ToMorpadus. C MeToza MOXKe Jja Ce peTUCTpUpa MUHEpaIHATa
KOCTHA IUTBTHOCT Ha BCSAKa €/1HA 4YacT OT TsU10To. Ts Moke Ja ObJe HeHTpaiHa (IIpeluuieHn) U
nepudepna. Ilepudepnara kommyectBeHa kommorbpHa ToMmorpadus (pQCT) e uscnensane,
KOETO ce MPOBEX A PAIKO U € CKbII0, M3MOJ3BAT C€ MO-BUCOKH JIO3U Ha paJualus 1 € ¢ ToMalka
ToyHoCcT OoT DXA.

BuoxumMu4Hu M3c/IeIBAaHUSA 32 ONpe/esIHE Ha ChABPKAHUETO Ha Kanuus, ¢pocdopa u Kamuii-
peryiaupamnuTe XOpMOHHU B KPBBTA.

Juarno3a OIl Moke na ce mpuemMe M NPH HAIMYHA  OCTEONOPOTHYHA (HHCKOCHEPrHIHA)
¢bpakTypa, ycTaHOBEHA IIPH IMperJiea Wi MOTBhPCHA Ype3 MEIUIIMHCKA JOKYMEHTAITHSI.

IV. Ouenka Ha ppaxkTypHus puck

Orenkara Ha (paxtypaust puck FRAX (Fracture Risk Assessment Tool) e kommoTspHO-0a3upaH
airoputbM  (http://www.shef.ac.uk/FRAX), paspadorern ot C30. Toii BKIOYBA 3HAYCHHUETO HA
KMII u fgpyri KJIMHHYHA PHCKOBH (akTopu B IH(POB U3pa3 3a oleHKa Ha 10-roguinHaTa

BEPOSITHOCT 3a HACTHIIBaHE HAa 3HaYMMa OCTEONOpoTHYHA (pakTypa (0eapo, KITMHUYHA BepTeOpaliHa,
paMeHHa KOCT WM mpenmuinHuna) ¥ 10-roguirHata BEpOSTHOCT OT OelapeHa (pakTypa MpH
narentu ¢ Ol

B noBeuero HammoHanmHu pbKOBOJICTBa FRAX e mpenopbruBaH MeTON 3a OLEHKA Ha (hpaKkTypHHS
PHUCK M € BKJIIOYEH B MHIUKALIMHUTE, ONPEIEISIH He0OX0IMMOCTTa OT (hapMaKoJIOTHYHa Teparus Ha
OIL

N3nomseaiiku FRAX kankynarop, ExcieptHuar cbpBeT onpeaens 10-roaumHus puck oT rosusma
ocreonopotuyHa ¢paktypa ot 10% kato HuCchK, 10-20% — KaTo cpeneH pHCK, U MPH MOBEYE OT
20% wumu T-ckop mo-manbk UM paBeH Ha —2.5, uinu aHamHesa 3a OIl ¢pakTypa — KaTo BHCOK
PUCK.

V. IIpopuiakTuka u JiedeHHe HA 0CTE0IN0Po3aTa
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1. lIpopuaakTuka
OCHOBHH 1IN
e [locTurane Ha onTUMaJIHA ITMKOBA KOCTHA Maca B MJIajla Bb3pacT

e [loBnusBaHe Ha PUCKOBHUTE (HAKTOPH, MMAIIM OTHOLICHHE KBM KOCTHAaTa Mmaca,
KayecTBOTO Ha KOCTTa M 4YecToTara Ha MaJaHuATa - OrpaHUyYaBaHe Ha
HeOJaronpusATHOTO BIMSHHME HA MOJUIEKAIIUTE HAa MPOMSHA PUCKOBU (AKTOPH U
yBeJIMYaBaHE Ha MPOTEKTUBHHUTE (akTopu. OCHOBHA € pOJIATa HAa XPAHEHETO U
JBUTATEITHUS PEXKUM.

2. Crparerusi Ha TepanusTa
N360pbT Ha JIeKApCTBO 3aBUCH OT cJeHUTe (pakTopu:
e Ilox
o Calcitonin, estrogen, estrogen agonists/antagonists u ibandronate ce u3smosn3Bar
CaMo IIpU KEHU
o Oudocdonaru, denosumab, u teriparatide ce U3MONAZBAT IPH KEHU U MBKE
e Bwn3pacr
e HacrbnBaHe Ha MeHONay3a
o [lpuHIMIHO, MpEeMEHONAY3aTHUTE XCHH HE TpsAOBa Ja MpUeMar JIeKapcTBa 3a
JIeYeHHE Ha OCTEOI0PO3a
e TexkecT HA ocTeonopo3ara
o Iloanexamm 3a0oassBaHus
o IlepcoHajHM MpeINOYUTAHUS
Cnopen usuckBanuara Ha H30OK neuenuero ce Ha3HavyaBa OT PEBMATOJOT WM €HIOKPHHOJIOT.
Ha neuenue xpM H30K ca camo manuentu ¢ T-score ¢ wim noxa /-2,5/, usmepen Ha DXA nHa
[EHTPAJTHU MECTa - MPEIICH! WK OeIpeHa nika.

3. Jleuenue
OcHoBHa neJ — /[a ce npeaoTBpaTH Bb3HUKBAHETO HA (PPAKTypH.

Kaauuii u Buramun /|
e He TpsOBa ja ce U3MOoNI3YBaT CaMOCTOSITENHO 3a JieueHue Ha Ol
e 3aeMaT BaXXHO MACTO KaTro ChI'BTCTBYBAIM CpEACTBa KbM OCHOBHATa
aHTHOCTEONOPOTUYHA TEPAITHSI.
3a Bcuuku nanuenTu ¢ OII ce npenopbuBa MUHMMalEH AHEBEH npueM Ha 1000 mg kanuii, 800
Ul Butamun D u 1 g/kg TenecHo Tero 0enthbK (ChueTaHO OT XpaHaTa ¢ JJ00aBKH).
Buramun /{
® Haif-IOCTHIHUAT KIMHUYEH MOKa3aTel 3a CTaTyca Ha BUTaMUH /[ € CepyMHOTO HUBO Ha
250HD. Konnentpammun Ha 25(0OH)D <30 ng/ml (75 nmol/L) ca wnaukartop Ha
HE/I0OCTaThUHOCT.
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e l3uucneHure CpeaHU MPEMOPHUYUTEITHH JI03U 32 BH3PACTHH, C KOWTO JIa C€ TIOCTUTHAT
cepyman HuBa Ha 250HD ot 30 ng/ml (75 nmol/L) Bw3mu3ar Ha 800 no 1000 ME/nH.
ButamuH /. Tlpu namuentn cbe 3atabeTsaBane, OIl, HemocTaTbYHA CITbHYEBA CBETIIMHA,
MajabcopOmus ao3ata Moxke aa ce nmopuiu 10 2000 1U/qaeBHo BuTamus J1.

[Ipenapatute BuTamuH J| ca mocteiHu B 1Be Gopmu - Butamun [, (ergocalciferol) u Buramun
I3 (cholecalciferol). Tlpumarar ce u nepuBatute Ha ButamuH J[- alfacalcidol u calcitriol.
[TpoGieMbT TPU TAX € TO-BHCOKHAT PUCK OT XHUIECPKAIIMEMHUS U XHUICPKAIIUYPHUS, KOCTO
M3UCKBA M0-Y€CT JTa00PaTOPEH KOHTPOJ.

Heduuutst Ha But. D e pu 60% oT sxeHuTe B MeHomay3a u mpu 97% OT jKeHUTe, MpeThpIiein
bpaktypu. ETo 3amo ot ocobeHa BaKHOCT € JONBJIHUTETHHAT mpueM Ha Burammu D. Tlpu
nepuut Ha But. D ce npenoprusa gaeBeH npuem Ha 3000-4000 [U/nHeBHO 3a 0K0JIO 2 Mecera,
nocneaBanu ot 1500-2000 [U/nHeBHO B MpoAbIKEHNE Ha TOIUHHU.

Buramun K2

Wrpae BaxxHa poJisi B KOCTHUS METAaOOJIM3bM, KaTo MOTUCKA OCTEOKJIAcTHATa JU(epeHIranus 1
[oJIIOMara ocTeo0JlacTHaTa MaTypalus M aKTMBHOCT, CHHTE3a Ha OCTEOKAJIIMH M HeromaTa
KapOOKcuIanusi, KOETO OCHUIypsiBa CBBP3BAHETO HAa  KallMSg U TPAHCIOPTHUPAHETO MY OT
KpBbBOOOpALIEHHETO KbM KOCTHUS MaTpukc. [Ipenoppuntennure gHeBHU 103U ca 45-75 mcg.
Wma cunternunn u HatypanHu ¢opmu Ha Butamun K2 (menakmnon). Harypamnurte
NPUTESKABAT peaulia NpeAuMcTBa (MO-IBIBI OUOJOTHMYCH IOJY)KUBOT, MOCTOSHHH CEPYMHHU
HHMBa, JIMICAa HA OTPUIATENHO B3aUMOJCHCTBHE C aHTHKoarynaHTtH). ChIlecTBYBaT W
KOMOMHUpAaHU TIpernapatd, ChAbpXKamM Kanuuil, BuTamuH J{ u ButamuHn K2 B
MIPENIOPBUUTEIHUTE JHEBHU J1O3H.

Haii-o0mo nekapctBata 3a ocTeomopo3a ce JeNAT Ha aHTUpe3opOTHBHM /OudocdoHaty,
nenozymad, SERMs/, kocTousrpakaamiy.

Nuxudutopu Ha KOCcTHATa pe3opouus

budocponaru

Karto 3maten craHmapT B JIeUEHHETO c€ TpWema rpymnara Ha OudochoHATUTE, KOUTO ca
KJITAaCHYECKH aHTUPE30pOTHBHHM JieKapcTBa. JlekapcTBeHUTE UM (DOPMU Cca Pa3InIHH: TaOJIETKH 32
cenmuyeH (alendronic acid) u meceuen npuem (ibandronic acid), a cemo u gopma 3a BEHO3HO
NpUIIOKeHHe Ha Bceku Tpu Mmecena (ibandronic acid).

budochonature ca xXumHueckdM CTaOWJIHM JepuBaTH Ha HEOpraHWuYHUs nupodocdart,
cpabpkamy P-C-P Bpp3ka. Te ce xapakTepu3upar ¢ BUCOK apUHUTET KbM KOCTHOTO MUHEPATHO
BEIIECTBO, TNpeQepeHIInaTHO HaTpylBaHE B MeCTaTa Ha aKTHBHO KOCTHO PEMOJICIHMpAaHE H
MOIITHO TIOTUCKAHE HA KOCTHATa Pe30pOIIHsL.
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3a neuenue Ha OII ce uznonzysar

e Alendronic acid (MKb M80.0, M80.1, M81.0, M81.2) - nHec ce mpujara npeauMHO B
emHOKpaTHa ceamuuHa 103a oT 70 mg. ChimecTByBa U B KOMOWHAIuUs ¢ BUTaMuH [ —
2800 u 5600 UI.

e Alendronic acid/colecalciferol (MKb M80.0, M80.1, M81.0, M81.1)

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. [Tokazan e camo 3a MOCTMEHONAay3aJHa OCTEONOpo3a C Jl0Ka3zaHa €(PEKTUBHOCT IIO
OTHOIICHHE NpPENOTBparsBaHe Ha BepreOpannu ¢pakTypu. EQekTbT 1m0 oTHOIIEHHE
IIpeJOTBpaTsBaHe Ha HEBepTEOpaIHU (PpakTypH € yCTaHOBEH caMo IpH Hainuuue Ha T-score -2,5
SD Ha rppOHaKka M Ha HpeAlecTBalM (pakTypy Ha MpelnuleHuTe Wid npu T-score Ha LAI0TO
6enpo nox -3,0 SD.

B MHOro mpoyuBanus € g0Ka3aHa TAXHATa BUCOKA €(PEKTMBHOCT OTHOCHO PEAYKIMATA HA PUCKA
OT BepTeOpanHu u HeBepTeOpannu ¢paktypu. Ilpu Bcuuku Tsax (6e3 ibandronic acid) e
YCTaHOBEHO HaMaJIeHWe M Ha PHCKa OT CYyIBaHUs Ha OexpeHara mmiika. Jleduenuero ¢ BO Boau
1 JI0 porpecuBHO yBennuenne Ha KMII Ha BCHUKH M3CieIBaHH 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 JIMHUS TepareBTUIHA BB3MOKHOCT TIPH:

e [locTmeHonay3aliHa 0CTEONOPO3a

e (CeHMIIHA OCTEONOpO3a

e Ocreonoposa Mpu MbxkKe

e JleyeHne HA TIIOKOKOPTUKOUI-HHIYITUPaHa OCTEOTIOPO3a NP )KEHU B MBIKE.

e KocT-npoTeKTHBHA Tepanus MpH ManueHTtd, craptupamu ['K neuenue, ¢ mnoBuIlIeH
bpakTypeH puck (manMeHTH, MpUeMaIiy > 5 mg/aH. prednisone WM HETOB €KBUBAJICHT B
npobioKkeHue Ha 3 U nmoBede Mecena, ¢ FRAX unzaekc 3a gppakrypa Ha 0eapo > 3%).

IIpornBonoka3anus 3a jeyenue ¢ bd:

e [lanmenTtu ¢ OBOpPEUHO YBpeXKIaHe, MPU KOUTO CKOPOCTTA Ha TIOMepyiIHa (QuiTpamnus e
mox 30-35 ml/min

e JKenu, mnanupamiy OpeMeHHOCT, OpEMEHHH WU KbPMEITH

e XwunokaanueMuss W BuTaMHH J| HemocrarhbuHOCT (HEOOXOAMMA € KOPEKIHS MPeIn
3aloYBaHe Ha JICUCHUETO)

e Ocreomananus
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Ilpu neuenue c nepopannu bP:

L4 HaHI/IeHTI/I cbC 3a00JIIBaHUA HA XpaHOIIpPOBOJa U aKTHBHA A3BCHA oonect
L4 HaHI/IeHTI/I, KOHUTO HC MOrar aa CTOSAT IIpaBy IIOHC 1 gac.
TpH6Ba Ja CC H30srBa TAXHOTO IMPUIIOKEHUEC IIPHU )KEHU B ACTCPOJHA BB3pacT, AManKu npeaBug

JBJITHS M MTOJTY’)KUBOT M B3MOKHOCTTA J]a MPEMUHABAT Mpe3 IUIalleHTapHaTa oapuepa.

He:xes1aHu JieKapCTBEHH PeaKIHM:
e OcreoHekpo3a Ha uearocTTa (MHOTO HUCKa YecToTa - 1/100,000 npu naruentu ¢ OIT).

e Octbp unpnamaropen orrosop - 10% - 30% ot namueHTute moiayyaBaT ocTpodazoBa
peakius (mpexozeH (eOpPUIMTET, aTpAITHd, MUAITHH, TJaBOOOJHE, TPHIIOMOANOHU
CHMIITOMH) IIPU IIbpBaTa HHY3Us Ha a30T-Chabprkan] bd. YUecToTara HamassiBa MoBeye
oT 50% 1pH BCSIKO clieABAILlO BIMBAHE.

e OuHo Bb3nANICHUE (KOHIOHKTUBUT, YBEUT, CIUCKICPUT M CKICPUT) — OTHOCHUTEITHO PSIIIBK
cTpaHuueH eekT, HaOIo1aBalll Ce U IpU OpPaTHO U MHTPABEHO3HO NPUIIOKEHUE.

e Jlpyru NOTEHLUAIHU YCIOXKHEHUs OT jiedyeHueTo ¢ b® - npa3HeHe Ha TOPHUTE OTIENH Ha
racTpO-UHTECTUHAIHUS TPAKT, e30(arcaliHu YIlepalun, pak Ha XpaHompoBona (mpu
OpaJTHO TPHIIOKEHHE), U3pa3eHa MYCKYITHOCKeNeTHa 00JIKa, XUIOKAIIHEMHs, OOpHBH,
cyOTpoxaHTepHH QpakTypu (IIpU MPOIBIIKUTETHO IPUIIOKEHUE).

Karo msmo B® ce xapakrepusupar ¢ OmaronpusareH npodun Ha 6e3omacHocT. CTpaHUYHHUTE
SIBJIEHUS1 OOMKHOBEHO ca JIEKH, OBbP30MPEXOAHN U HE U3UCKBAT CIIMPAaHE Ha TepanusTa.

Denosumab (MKb M80.0,M80.1,M80.8,M81.0,M81.1,M81.8)

Denosumab e 4oBeIIKO MOHOKIOHATHO aHTUTUI0 1gG2, Mpou3BeACHO B KIEThYHA JHMHHS OT
003alfHUK (KJIETKH OT AWYHUK Ha KUTalCcKU Xamcrep) upe3 pekomObuHanTtHa JJHK Ttexnonorus,
HAacOYEHO Cpellly JIMTaHAa Ha PelenTopHUs akTUBaTop Ha HykjeapHus (axtop kB (RANKL),
koeto npenorBpaTsBa B3aumojenctBueto Ha RANKL c¢ RANK, HeroBus peuentop BBPXY
ocreoknactute (OK) wm texnure mnpekypcopu. [lo To3m HaumH OJNOKMpa y3psBaHETO,
mudepeHnmanuaTa, (yHkuuiaTa U npexuBseMmocrta Ha OK, koeto Boau 10 e(eKTHBHO
MOTUCKAaHE Ha  KOCTHaTa pe3opOuusi, Obp3o mnoBumenue Ha KMII u peaykuus Ha

octeonopo3Hute ppaktypu. Mma nokazan edekt BbpXy TpabekynapHaTta M KOpTHKaIHaTa KOCT.

B 3-romumnoro perucrpauronHo npoyuBane FREEDOM e ycraHOBEHO CUTHH(QHKAHTHO
HaMaJieHHe Ha npeuuieHHuTe ppaktypu ¢ 68%, Ha HeBepTeOpatHute — ¢ 20% u Ha OeapeHuTe —
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¢ 40%, B cpaBHeHue ¢ iane6o. IlpoabmkaBamara epeKTUBHOCT BBB BPEMETO HA Ta3u TEparus
€ JoKazaHa oT u3HeceHute npe3 2013 roauHu §-TOAMIIHU PE3YIATaTH OT MPOABIDKEHUATA Ha
FREEDOM, kouTO Mmoka3BaT HemnpekbcHarto nosuiicHne Ha KMII na mpemnuienn (16,5%) u
oeapo (6,8%).

% 0501070801050

e JleueHue Ha OCTEONOpo3a IMPHU KEHU B MOCTMEHONAy3a W IMPU MBXKE, U3JI0KEHH Ha
MOBHIIICH PHUCK OT (paktypu. Ilpu >xeHH B mocTMeHomaysa, Prolia 3HaunMo HamaisiBa
pucka OT (pakTypd Ha MPEUUICHUTE, HENpenuieHHHn QpakTtypu u (QpakTypu Ha
Tazo0eapeHaTa cTapa.

e JleueHue Ha 3aryba Ha KOCTHO BEIIECTBO, CBBP3aHO C XOPMOHAIHA a0iamusi IpU MBXKE C
KapIIMHOM Ha IpocTaTaTa, M3J0KEHU Ha IMOBUIICH PHUCK OT (pakrypu. [Ipm Mbxe C
KaplIHUHOM Ha IMpocTaTaTa, ojlydaBaly XopMoHaaHa absanus, Prolia 3Haunmo HamassBa
pucka oT (paKTypH Ha MPEILTICHUTE.

o Jleuenne Ha 3aryb0a Ha KOCTHO BEIIECTBO, CBBpP3aHA C TPOABDKHTEIHA CHCTEMHA
TJIFOKOKOPTUKOM/IHA TEPAIUs MIPHU Bb3PAaCTHU MALIUEHTH C MOBUIIEH PUCK OT (hpakTypa

e Denosumab He moBiHsBa 3a3/paBsBAHETO Ha KOCTTa M MOXKE Jia ObJe MpUIIaraH Cliejl
OPTOIICTUYHH OTICPAIIUH U MPH MAIIMECHTH C MPECHU PPAKTYPH.

Denosumab (amm. 60 mQ) ce npuara B 1o3a 60 My MOK0KHO HA BCEKH 6 Mecela.

IMpoTuBonoka3anus 3a Jeyenue ¢ Denosumab
e XwunokajanuemMuss W BuTaMMH J| HemoctarhbuHOCT (HEOOXOAMMA € KOPEKIHsS Mpean
3aroYBaHe Ha JICYEHUETO)
e [lammenTtu nox 18 roauiiHa Bb3pact

He:xes1anu JiekapcTBeHH PeaKIUM:

® HE3HAYMMO YyBEJIMYEHA YECTOTa Ha AUXATEIHUTE U YPUHAPHUTE UH(DEKIINH
®  IENYNIUT, €K3eMa

e 00puBu

e craBHa 0OOJIKa

CeJIeKTUBHHU MOIYJIATOPH Ha ecTporeHoBuTe penentopu (SERMs)

[MpencraBnsiBaT HEXOPMOHAIHU MPOAYKTH, KOUTO CE CBBP3BAT C €CTPOTCHHUTE PEIENTOpU U
JEWCTBAT KaTO arOHUCTH MJTM aHTarOHUCTH, B 3aBUCHMOCT OT TapreTHaTa ThKaH. Te ynpaxHsBaT
€CTPOTreH-arOHUCTHYCH €(EeKT CIPSIMO KOCTHATa ThKaH M BOJAAT JIO TOTHCKAaHE HAa KOCTHOTO
peMoJieupaHe 0 NPEMEHONAay3ajJHO HHUBO Ype3  IOHW)KEHHE Ha  aKTHBHOCTTa Ha
OCTCOKJIACTUTE M  CBIIEBPEMEHHO TMOJAbpXKaHe Ha  (uinonornyHata QyHKIHS Ha
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ocreobaactute. Mmar CCTPOrcH-aHTarOHUCTUYCH C(beKT BbpXY CHAOMCTpUYMA U MIICUHHUTC
KIJIC3H, KOCTO BOAU OO IMMOHMIXXECHA YECTOTA U IMTPOIrpeCUsd Ha MHBAa3MBHU KapIIMHOM Ha I'bpAara.

[ToHwxkaBar prcka OT MPEUUICHHW (QPaKTypH TpPH I[OCTMEHONAy3alHH J>KCHU (BKJI. BBB
BHUCOKOPUCKOBU MOJTPYIH) M pUCKa OT HeBepTeOpannu ¢pakrypu (camo npu Bazedoxifen B
1noJI0paHu rPyIin).

I'pynata Ha CeJNEKTHBHUTE MOIYJAaTOPU Ha ECTPOTCHOBUTE PELENTOPH C€ MPEACTaBs OT
Raloxifene n Bazedoxifene, kouTo qeiicTBaT KaTO aHTAarOHUCTH HAa €CTPOTEHHUTE PEIICHTOPH

Raloxifene xato equununa Tabnerka 60 mg/aH
IIpornBonoka3anus 3a JieyeHHe:
e [pe/au HACTBhIIBAHE HA MEHOIAYy3aTa IPH KEHUTE
e  [peJulecTBall BEHO3eH TpoMO0eMOOIN3bM
e orpanuueHa ObOpeyHa UM YepHoapoOHa PyHKIKA (BKII. XO0JIecTas3a)
®  HCU3SICHEHO MAaTOYHO KPHBOTCUCHHUE

Hexenanu jiekapcTBeHH peaKkIuu:
® BEHO3EH TPOMOOEMOOIU3bM
® KpaMITM Ha MYCKYJIUTE Ha KpaKaTa

® TOIIJIM BbJIHU

XOpMOHaJ'IHa 3aMECTUTEIHA Tepanus

Hopazu/l SHAYUTECIHATa YCCTOTAa HAa CCPUO3HUTC HCIKCIIAHU JICKAPCTBCHU PCAKIUU (KOpOHapHI/I
HHOUACHTHU, HWHCYIITH, KapouHOM Ha TI'bpHda H CH,[[OMeTpI/IYM), AHEC CCTPOICHUTC HE CC
npenopbUBaT 3a MMPUJIOKCHUC C LT HpO(bHHaKTHKa u nedyenue Ha OIl. HpI/IJ'IaFaT CC 3a JICUCHUC
Ha TCKbK IMOCTKIIMMAKTECPHUICH CUHIAPOM.

Kaauuronun

Ot romu 2012 roguHa w3non3BaHero My 3a JiedeHue Ha OIl He ce mpemopbuBa mopanu
YCTaHOBEHA MOBUILIEHA YECTOTA HA HIKOU BUJ0BE KapIIMHOMHU.

OCHOBHH NOKAa3aHMA 32 NPUJIOKEHHE OCTABaT:

e Ocrtpa ocTeonopoTHydHa (pakTypa ¢ u3pa3eH 00JKOB CHHAPOM

e bonecr na Ileiimxer

e Anromuctpodus

e XumnepKaialHeMHs ¢ pa3inueH MPOU3X0/]
[Mpunara ce B kparku kypcoBe (1 mecen) mHTpanazanHo moj ¢opmara Ha mmpei (200 ME
JHEBHO) WK uHxeknnonHo (amm. 100 ME — o cxema).

CTuMyJ1aTOPH HA KOCTHOTO M3IpaskiaHe
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— MBXKC U )KCHHU

MenTuau Ha maparupeonnus xopmon (MTX)
NurtepmurentHoro npuiokenne Ha IITX mox ¢opmata Ha €KETHEBHU MOAKOXKHU HHXKEKIIMH
MOBUIIIaBa OpOsi M aKTUBHOCTTA Ha ocTeobnacTute U Boau 10 yBenmudeHa KMIT u nogoOpenue Ha
MHUKPOAPXUTEKTypaTa KakTo Ha TpabeKkyliapHaTa, Taka U Ha KOpTUKalHata KOcT. OCHOBHaTa
WHIUKAIus 3a npuioxenue Ha PTH e BUCOKHAT GppakTypeH pUCK:

® TMAIMEHTH C MPEAXOTHU PPaAKTYpH

® C HHCKa KOCTHa Maca u

® C MHO>KECTBEHU PUCKOBHU (HaKTOPH.

Teriparatide (20 mcg/80 pl) e mokasaH 3a JieueHHE HA OCTEOIOpPO3a MPH MOCTMEHOMAY3aTHH
KEHH M TPH MBKE C IOBUIIEH PHCK OT ¢pakTypu. [Ipy IOCTMEHONAY3aIHH >KCHH €
HAOJIIOIaBAaHO 3HAYMTEIHO pEIylMpaHe YecToTara Ha BEPTEOPATHUTE W HEBEPTCOpATHH
dbpakTypu, HO HE U Te3U Ha OeqpeHara KOcCT.

KiauHMYHO NpUIIOKEeHUE:

e JICUEHUE HAa OCTEOIOpo3a IpPHU MOCTMEHOINY3aJHU KEHU U MBXKE C MOBUIIEH PUCK OT
dpaxkTypu
e JICUEHHWE Ha OCTEONOpO3a, CBbpP3aHA C TNPOABDKUTEIHO CHCTEMHO JIEUYEHHE C
[IIFOKOKOPTUKOUIM MIPH KEHU U MBXKE C IMOBUIIEH PUCK OT (hpaKkTypu
[Ipunara ce xaTto cuHTeTHYEH aMUHO-TepMuHaieH pparment, hPTH (1-34) na IITX B go3a 20
JLg THEBHO IMOJKOXXHO. MakcumaliHaTa o0Ia IpOJBIDKUTETHOCT Ha JICYEHUETO Ce OrpaHHyYaBa
710 2 TOJIMHH.

Strontium ranelate Beue He ce u3MOII3Ba 32 JieueHHE HA OCTEONIOPO3a.

Jlokaan3upanu ¢dopmMu Ha 0CTEONNOPO3a

Aaromucrpodus (PeduiekcHa cumnaTukoBa qucTpodus)

[IpencraBnsBa CHHAPOM Ha IBITOTpaifHa 0OJIKa B JaJeH KpallHHK, 4eCTO Mapelia 1o XapakTep,
MOpOJIeHa OT Pa3IMYHHU MPUYMHU U BKJIIOYBAIIA PA3JIMYHUA CETHBHHU, MOTOPHH, BET€TATUBHU M
tpoduunu npomenu (1989 r.).

JMuarnocruunu kputepun ( McCarty, 1993)
1. Bonxka B 3acerHatusi KpaiHUK
2. Bazomoropum cumnTomum — ¢QeHomeH Ha Raynaud, Ba3zokOHCTpHKIHS,
Ba30WIIaTals, XUIIEPXUAPO3a
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3. OTtoK — orpaHu4eHH Uiu Audy3eH
4, JluctpoduyHU KOKHU TPOMEHH

Jleyenue:
1. HCIIBx — npu nexu Gpopmu
2. Calcitonin - kpaTku KypcoBe, o cXxema.
3. Tlpu HenopnusiBane ot 1. u 2. — Gnokaau o meroaa Ha Hanington u Kiff — Dilzem
25 mg Gokaaa mpe3 JieH.

Boaecr na Paget (Osteitis deformans)
Omnpenenst ce kato jaeopMupain] OCTEUT C HENO3HATa E€THUOJIOTHS, ¢ MO3aWvyHa KapTWHA Ha
€IHOBPEMEHHO Pa3BHBAILM CE OTHHIIHA KOCTHA Pe30pOIus U KOCTHO oOpa3yBaHe C M3pa3eHa
¢ubposza. Yecro mpornya OE3CHMMITOMHO, MOPAAM KOETO peayiHaTa 4YecToTa € HEM3BECTHA.
Perucrpupanara yecrora B Aurnust u CALL e 1-4 % ot xopata nag 45ron. [IpeumyiectBeHo ce
3acsAraT MBXKETE.
Jlmarnosa:

e Pentrenorpaduu

e Creuudnunu 51abOpaTOpHU H3CIEABAHUS — KOCTHa ¢pakius Ha ankanHa ¢ocdatasa,

MapKepH 3a KOCTHa OOMsTHA

JleyeHuneTo e CTPOro MHIMBUAYAIM3UPAHO Ype3 00e300IIsBalll, KATIUTOHUH — 110 CXe€Ma, KpaTK!
kypcoBe (1 mecerr) u OudochoHaTH.

OcTteonexpo3sa

Omnpenenst ce kKaTo JOKaIM3UpaHa CMBPT HAa KJIEThYHHU E€JIEMEHTH Ha KOCTTa B pe3yiaTaT Ha
HapylieHuss B KpbBOocHaOnsBaHeTo. HalOmromaBa ce mpu penuiia aBTOUMYHHH, XPOHUYHU
BB3MAIUTEIIHA CTABHU M YPEBHU 3a00JIs1BaHMsI, META0OIUTHH 3a00JIIBaHUS, XEMOIIATUH, TYMOPH,
e€MOOJIN3bM OT Pa3IUYCH MPOU3XOJ, JCUCHHUE C TIIFOKOKOPTUKOUIH, IIMTOCTATUIIA, OPEMEHHOCT,
paauanusi, aJKoXoiau3bM u Jp. Jluarnoszara ce mocraBsi upe3 peHTreHorpaduu, ciuuHTUTrpadus,
KAT, SMP. Jleuenunero ce mpoBexaa ¢ o0e300isBallM, KAIIUTOHMH- TIO CXE€Ma, KPaTKH
kypcose (1 mecerr), budochoHaTH, XUPYPrHIHO.
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Yacr yerBbpPTA

MEKOTBHBKAHEH PEBMATU3BM

JIOKAJIHU, PEI'MOHAJIHU W TI'EHEPAJIMBUPAHU BOJIKOBU
CUHAPOMMU

I. Jlokajgnu 60JKOBU CHHAPOMM - BKIIIOYBAT YBPEIU HA CYXOXKUJIHsI, OypCH, CTAaBHH KaIlCyJIH,
(bacumu, TOKaIM3UPaHU IIPOMEHH B CKEJICTHUTE MYCKYJIH U HEPBHO-MYCKYJIHOTO TIpE/IaBaHe.
Bonectute Ha MyCKyITHO-CKEJIETHATa CUCTEMA M ChEIMHUTEIHATA ThKAaH ca MPUETH U KOJUPAHH
B Mexnynapoanara kinacudukanus Ha Oonecture (MKDB). Bonectute Ha MekuTe THKaHH ca
KaTeropu3upaHu B OTAEIHA CEKIUs Kato ,,bonectu Ha myckymure” (M60-63) (b), ,,bonectu Ha
CUHOBHSTa U cyxoxunusara” (M65-78) u ,,JIpyru mexkorvkannu yBpenu” (M70-79). Uma
JOM'BIIHUTEITHA CEeKIHUSA ,,JIpyri yBpenIn Ha MYCKYJIHO-CKEJIETHAaTa CHCTEMa W ChEIUHHUTEITHATA
ThKan” (M95-99).

Bosikara € OCHOBEH CHMIITOM Ha MEKOTHKaHHUTE YBPEJIH.

1. Knacudukamusita Ha JOKAJIHATE MYCKYJHO-CKeJIeTHH 0OJIKOBH CHHAPOMH Ce OCHOBaBa
Ha:

® MCCTaTa Ha JJOKajJIu3alusia Ha 6OJ'IK8.T8.;

® Ha CHCI_[I/I(l)I/I‘IHI/ITC TbKaHHU, KOUTO O6XBaH_Ia;

e Ha cujiaTta Ha 0oJKaTa u MNpUAPYKABAIIUTEC OIJIAKBAHUA

® Ha IPOABIDKUTETHOCTTA Ha OOJIKaTa.

B 3aBucuMOCT OT MMPOABIKUTCIIHOCTTA CU OoJkaTta e:

e ocTpa— JI0 2 CEeAMHUIIH,

e mojocTpa 2-12 cenmuiiy,

® XpOHMYHA — ITOBeYE OT 12 ceamuuu.

pre)II/ITe Ha MCKHUTC TbBKaHMW Ca pPE3YyJTaT OT BBINAJICHUC, ACTCHCpALUA, pPa3TAraHe WA

pynuTypa.
B 3aBucumocT OT BHMJAa Ha 3acerHaTata TbKaH IpH JIOKAIHUTE OOJKOBH CHUHAPOMHU Ce
YCTAHOBABAT NPOMEHU Ha CYXOXXWIHWS, JIMTAMEHTH, MYCKYNHW, Karcyiu, OypcH, dacuuu u

¢bubpoxpymsL.

Jleuenunero e c HCIIBx (diclofenac, piroxicam, ketoprofen, nimezulide) u koptukoctepouu.
Koptukoctepounu 3a nokanHo npunoxenue: methylprednisolone, betamethasone.
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I1. Pernonajitiu 00JIKOBH CHHAPOMM
Pernonamuute 60JIKOBH CHHAPOMH CE XapaKTEpPU3HpaT ¢ OOJIKHU B OINpeliesieHa 00JIaCT Ha TSUIOTO
C MO-IIMPOKO PA3MPOCTPaHEHHE OT JOKaIHaTa OoJka. Pa3iernst ce Ha cieHUTE TPYIH:

e OOJIKHU B IIUATA;

e 0OJKH B I'bp0a;

e 0OJIKH B KPBCTa;

e wmuodaciuaieH 00JIKOB CHHIPOM.
Bonkure B mmsTa, ThpOa M KpPBCTa ca CUMIITOM Ha pa3inyHu 3a0oisiBaHus. B MHOro or
CIIy9auTe €THOJIOTHATA OCTaBa HEM3BECTHA. BB3HWMKBAT BBHB BCSAKA YACT Ha T'bpba (mwmifHaTa,
rpbAHATA WIK JTyMOOCaKpaitHaTa), HO Haif-4ecTo — B KPBhCTa.
BoJsiectHocTTa OT 60JKHM B KpbheTa oOxBara 10 80% oT HaceneHunero. 3aboneBaeMoctTa € 10 5%
ronuiHo. bonectHocTTa OT OOJIKM B ImMsTa € Manko mo-Hucka. HapactBa ciex 30 roaumina
BB3pacT M JIOCTUTA CBOSI MAaKCUMYM OKOJIO 55 — 64 roaunu. [IpuumnuTe 32 O0JIKH B I'bp0Oa H
KpbCTa CE Pa3/IeisT Ha:

CTpyKTYypHH: JIeTeHepaTUBHU 3a00JiABaHMs, CIHHAJIHA CTEHO3a, BPOJACHU AaHOMAJIUU,
MuodaciuaieH CHHIPOM, TpaBMaTHUHU YBpeXIaHUs U (GpakTypu, KU(POCKOINO3a,
CTIIOHMJIONHCTE3a, TMCKOBA XEPHHUSI, IMCKOB IpoJIarc, 6oect Ha Scheuermann, axOHIPOIUIA3HS.
HecTpykrypHu (He CBBp3aHU ¢ TpbOHAYHMS CTHJIO): HEOIUIa3MH (ITbPBUYHU, METACTATHYHH),
MHQEKINH, OCTEOMHEINT, TApAaCIMHAICH U enuIypalieH abciec, cenThueH, TyOepKyI03eH WIH
AQHKWJIO3MpAall] CIIOHJIMINT, aJIXE3UBEH apaXHOUAUT, PEBMAaTOUJIEH apTPUT, CIIOHAWIAPTPOIIATHUH,
cuHIpoM Ha Reiter, 3a0011BaHNsI HA BBTPEIIHUTE OPraHH, MPOCTATHT, CHIOMETPUT, aHEBPH3Ma
Ha KOpeMHaTa aopTa, MaHKPeaTUT, MEeNTHYHA sI3Ba, XOJEIUCTHUT, OBOpEYHH U EHIOKPUHHU
3a00NABaHUS, AKpOMETanusi, XHUIEepHapaTUupPeoun3bM, XHUIEPTHPEOUIN3bM, METaOOIUTHHUTE
3a00JsIBaHMSI HAa KOCTUTE, OCTeonopo3a u bonect Ha Paget.

JIMarHoCTHYHM MeTOAHU NPH 00JIKH B rbpOa

1. AnamHe3a

2. PeBMaTOJIOTHYHUSAT NperJie] JaBa Bb3MOKHOCT JIa C€ OLEHU KJIMHUYHATa XapaKTEepUCTUKA U
MECTOIOJIOKEHUETO Ha 0OJKaTa, MOJBUKHOCTTAa B CHOTBETHHS OTJIEN Ha I'PbOHAYHUS CTHJIO U
o0eMa Ha IBHKEHUSTA, HpaJualusaTa Ha 0oJikaTa, CKOBAHOCTTA M CHa3bMa Ha MYCKYJIUTE.

3. HeBpo1orM4HUST MperJiej 1aBa Bb3MOXKHOCT J]a € YCTAaHOBU HEBPOJIOTUUHUS 1€(DUIIHT.

4.HeBpousoOpa3zsisamm Mmeroau. Ilpunmarat ce pentredorpadpus, KAT, MPT wumm
CIIMHTUTPA(CKO U3CIeIBaHe HAa TPbOHAYHUS CTBHIIO.

5. EMI u3caeaBaHeTo € aOCOIIOTHO MHIMIIMPAHO NPU OTHAHA HEBPOJOTHYHA CUMITOMATHKA:
6. YcranoBsiBaHe Ha 0oJie3HEHHTe TOYKH - JOJOPUMETHP — Ipar Ha OOJKaTa MO-HUCHK OT 4
kg/cm2 € Kputepuil 3a puOpoMHanTus..

7. JIabopaTopHHUTE METOU

8. Koncyaranum ¢ Apyru cneuuaaucTu

Judepennuanna 1Mario3a Ha 60JKuTe B rbpda
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TpaBMaTuYHHUTE YBPEIKTAHHS

AHKUJIO3UPAIIUAT CIIOH VAT

CungpomsbT Ha Reiter

CepoHeraTuBHYU CITOHIWJIAPTPOIIATUH

AJTXe3UBHUSAT apaxHOUTUT

EnnoxpunHu 3a00y1sBaHUs

MetaboauTHHTE 3a00/IIBaHUS Ha KOCTUTE

Bonectra Ha Scheuermann

Axonpaponnasuara

Kokcaptpo3zara, roHapTpo3aTa u mepuapTpUThT Ha Ta300eIpeHara cTaBa
CobaoBuTte 3a00J1s9BaHUs

[IspBUYHUTE WK METACTATUYHU TYMOPH

Bonkara npu Hsakou 3a00sIBAaHNS HA BETPEITHUTE OPraHu

0O OO O OO OO0 O OO OO OoOOo

Jleyuenue — nbpBa TUHUA

1. Anaarernum

Paracetamol (zo 1000 mg nHeBHO) MOKE [a ce MPUIIOKHU IpHU cliaba 6oka
Dihydrocodeine

Tramadol (50 — 400 mg aHEBHO)

Oxycodone

Tramadol/paracetamol komounamus (37,5 mg/325 mg).

Kombunayusma Tramadol/paracetamol ¢ mokasana 3a jieueHHe Ha yMepeHa 10 CHIIHA OOJIKa.

[IpenopbuBa ce HayayHaTa J03a Ja € OT 2 Tabna gHeBHO. [Ipu HeoOXoauMoOCT Morar jga Obaar
npuetd 10 8 TabieTku JAHEBHO. MHTepBaIbT MEXIy OTACITHHUTE JI03U HE TPSOBA Ja € MO-MaTbK
ot 8 waca. Paratramol e nmocrasen nHa Il mo3umms B creiidara Ha aHanrerunute Ha C30.

2. HecTepouHu MPOTHBOBB3MAJIUTEHH JIEKAPCTBA
JlexapcTBa Ha MbPBH U300p ca
e Celecoxib B mo3a 200 — 400 mg aHEBHO

e Aceclofenac 200 mg aueBHO

e Nimesulide B g03a 100 — 200 mg qHEBHO

e Ketoprofen 150 mg nHeBHO

e Dexketoprofen 25-50 mg queBHO

e Naproxen B go3a 500 — 1250 mg qHeBHO

e Piroxicam B mo3a 10 — 20 mg gHEBHO

e lbuprofen B no3a ot 1200 g0 2400 mg aHEBHO
e Tenoxicam B no3a 10 — 20 mg AHEBHO

e Diclofenac B no3a 75 — 150 mg aHeBHO

e Indomethacin B mo3a 75 — 200 mg aHEBHO

3. MycCKyJ/IHU peJIaKCAHTH
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Tizanidine (12-24 mg aHEBHO) ce Mpuiara MpH MalMeHTH C HEBpolarHa Ooyika ¥ OOJKH B
rep6a. [ToaTrcKa MOJMCHHANTHYHUTE CITIMHAIHA MEXaHU3MH, CBbP3aHH C TIOBUIIEHHUS MYCKYJICH
TOHYC, KaTo MOBJIHABA OCBOOOKIaBAaHETO HA BH30YHH aMUHOKHCEIMHN OT HHTEPHEBPOHHUTE.

Tetrazepam (50 — 100 mg aHeBHO) moBMsIBa 100pe CMa3bMa Ha MapaBepTEOPATHUTE MYCKYJIIH
Y TIOBUIIIaBa Ipara Ha 0oJIKaTa.

4. C'beeMeHHOTO JICYCHUE HA HEBPOIIaTHaATa 00J1Ka € CHMIITOMHO OpPpHUECHTHUPAHO.

Anonunusta ce nonussa ot lidocaine, lamotrigine, gabapentin, amitriptyline, oxycodone u
oxycodone-komOuHaIMK, cTpeikaiiata 6oika — ot carbamazepine, phenytoin, lamotrigine,
Bajmpoaru u gabapentin; mapemara 6onka — ot amitriptyline u gabapentin, Hesponarnara
00JIKa ce MOBIUIBA OT HAKOJIKO OCHOBHH Irpynu J'IeKapCTBa: AHTUACTIPECAHTH, aHTUKOHBYJICAHTH,
MeMOpaHHO-cTaOuau3upany jekapcrsa, NMDA antaronucty, anda, aapeHEpruyHd aroHUCTH
u I'’AMK3g aronuctu.

[Ipu nMCKOBM XEPHHM/TIPOTPY3UH C KOMIIpECHs Ha HEpBHU KOpeHdera ¢ 1o0bp edekr ca
CIINAypaaIHO IMPUITOKCHUTC BOIHO pPasTBOPUMHU KOPTUKOCTCPOUIU mpe3 JCH,
Mmethylprednisolone B 103a 40 — 80 mg nHeBHO, 5 — 7 AHU

Ipuaara ce Mannitol 10% - 500 ml qHeBHO MHTpaBeHO3HO Ha OaBHa Kanka 5 — 7 JHU.

N300pbT Ha NIEKapcTBO € B 3aBUCHUMOCT OT NMPUYMHATA HAa Bb3HMKBAaHE Ha OOJIKUTE B r'bpla U
KpBCTa, TSAXHAaTa MPOIBIDKUTENHOCT W cuia. Kpurepuurte 3a oleHka Ha e(EeKTHUBHOCTTa €
HamaisiBaHe Ha OoJkara, MoBUIIaBaHe Ha oOeMa Ha (uU3MYECKAa aKTHBHOCT U BPbIIAHE KbM
paboTHHMS TPOIIEC.

MuodacuuajieH 60JIKOB CHHIAPOM
TpurepHuTe TOUKH MOXKeE J1a c€ aKTHBHUpAT BbB BCAKa Bb3pacT ¢ MpeaAnsieKlns KbM cpeanara (31
10 50 roauHM), KOraTo )KM3HeHaTa aKTUBHOCT € MaKCUMaJlHa, KaTo Mpeo0anaBa >KEHCKUAT 0.
CroTHOHIEHHETO HA 3a0onenure xeHu:Mbxke € 1-2,4:1. Muodacunannure TT ce akTuBupar ot
XPOHUYHO TpaBMaTU3MpaHe Ha MYCKYJIUTE NPU Y€CTH MUKPOTPAaBMH, HETIpaBUIHA pabOTHA 1034,
CTpeC, TPEBOKHOCT U JPYTH.
Kpurepun 3a nnarnosa:
I'osiemu kpuTepuu

e 1. CrioHTaHHa peruoHaiHa 60yKa

e 2. CnoHraHHa 00JIKa M YyBCTBUTEIHOCT B 00J1aCTTa OKOJIO TPUT€pHATA TOUKA

e 3. [lannupaHe Ha YIUTBTHEHUE B IOJJIEXKAIIMS MYCKYJT

o 4. Jloxamuzupana 6one3neHoct B TT

e 5. HamansgBane Ha oOema Ha IBM)KEHHE B M3CieaBaHara o0acT
Mauku kpuTepun

e 1. CnonrranHa Oosika npu nannanus Ha TT

e 2. VYcraHoBsBaHe Ha JaTeHTHU 1T upe3 manmanus no xoja Ha HHCEPLUMITA HA MYCKYJa
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e 3. HamangBane Ha Ooyikata OT JIOKAIHO WHXEKTHpaHEe WIH (UIHOTEpANIeBTUYHH
MIPOLICTYPH/CTPEUHHT.

JlekapcTBeHa Tepanus HA MUO(pACHHATHNUS 00JKOB CHHIPOM — MbPBA JIMHHUS
Bxmrousa:
e Amnanreruiy — methamizole, paracetamol
Hectepouaau npoTHBOBB3MAINTEIIHY JiekapcTBa (HCMBA) —
e Ketoprofen 150 mg nueBHO
e Naproxen B go3a 500 — 1250 mg qHeBHO
e Piroxicam B go3a 10 — 20 mg gHEBHO
e lbuprofen B no3a or 1200 g0 2400 mg aHEBHO
e Tenoxicam B go3a 10 — 20 mg AHEBHO
e Diclofenac B no3a 75 — 150 mg nueBHO
e Indomethacin B 1o3a 75 — 200 mg aHEeBHO
e Nimezulid 100 mg nHeBHO
® KOPTHUKOCTEPOM/IH.
JlokanHOTO MHXeKkTHpaHe B akTuBHUTE TT ce n3BbIIBa C paTuyHU JIEKApPCTBA!
e KpaTKO WK ABJITOJACHCTBAIIM aHAITeTUIH - Methamizole,
e crepounu - betamethazone,
e HCIIBxa — ketoprofen, diclofenac
e OOTYJMHOB TOKCHH.

WNnxextupanero B TT uma MexaHudeH U XUMHUYeH egekT. MexaHudyHuIT e(eKT Ha
WHXCEKTUPAHETO CE ChCTOM B MEXaHWYHO pasmupsBaHe Ha TT m MeXaHWYHO pa3KbCBaHE Ha
XpOHUYHHSA OOJIKOB CHHAPOM, JENOJIIpU3MpaHe Ha HepBHUTE (UOpHU upe3 HaBIIM3aHE Ha
BBTPEKJIEThYCH Kanmuil. Upe3 XuMUYHHTE e(PEeKTH Ha WHKEKTHPAHETO Ce MOCTHUra JIOKaIHa
Ba3oUIIaTaIMs U 00e300sBaHe.

JlexapcTBa Ha BTOpH u300p ca nokanHo mpuinaranute HCIIBn nmon ¢dopmarta Ha remnoBe wiu
YHTBEHTH, KOUTO B HIKOM CITydyand UMaT 3HAUUTEJCH e(DeKT.

I11. I'enepanu3upanu 60,1k0BU cuHApPOMHU. PuOpoMHMAITHS

dubpomuanrusta (PM) e 1o0pe opopMeH, HeCTaBEH PEBMATHUCH CHHIIPOM.

B nocnennuTe roguHu ce cumra, ye ce kacae 3a 6osect GuOpoMHaNTHs, KOSITO € ChbBKYITHOCT OT
¢ynkunonanHu cuHapomu. dubpomuanrusra (PM) e mUpPoKo pasmpocTpaHeHa W OOXBaIla
pasnuuHu Bb3pacToBu rpynu. Haii-uecto ce cpema mexnay 20 u 50 roauimHa BB3pacT. 3acsara
KEHU U MBbke B cboTHOwEeHUE 9:1 1o 20:1. Ot ®M crpanar 7 a0 10 MiIH. aMepUKaHIH, KOETO €
3 1o 6 % ot nonynanusaTa. Hsima onpenenena eTHUYECKa MPEAUCIIO3ULHUS.

Kpurepunre 3a 1uarmosa

[Ipennoxxenn ca 3a TBpPBM I'BT OT AMEPUKAHCKHS KOJIEK O peBmartosiorus mpe3 1990 r.
3a0075BaHETO Ce XapaKTepU3Hpa C TeHepATM3UPaHu MYCKYJHA OOJIKH U OOJIKa MPU MEXaHHYCH
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Hatuck B 11 ot 18 Gone3nenu Touku. [lanmarnusara B Te3M TOYKHU € C HATUCK 4 kg/cmz. [Tpu ®M
nparbT Ha GoJIKa e mo-Manbk ot 4 kg/cm?. M3mepBar ce ¢ JoIOpHUMETHP.
1. IIbpBU KkpuTepmii - Abn00Ka, Mudy3Ha OoJika B JACHATA, JiIBaTa 4acT Ha TSUIOTO WIH
JBYCTpaHHO, MOHSAKOTa OracBaiia, B o0JacTTa HAa IIMHHUSA, TPHIHUS WM TOSCHHUS OTAET Ha
rpbOHAYHUS CTHJIO, MM TPEAHATa YacT HA IPBAHUA Koul. boikoBure cumnromu TpsiOBa aa ca ¢
MPOABJDKUTEHOCT Hall-MaJIKo 3 Mecena.
2. Bropu kputepuii - 601Ku, MPOBOKKpaHU Hail-Maiako B 11 oT 18 Gosie3HeHH TOUKH:
HoBute kputepuurte ot 2010 r ca:
e Hamnune Ha xpoHnyHa nu¢ys3Ha Oonka B 7 WM moBede oT 19 permoHa oT YOBEMIKOTO
TSUIO TIPE3 TOCJIEAHATA CEIMHIIA U
e HaJIMYME Ha MOBEYC WM PaBHH HA 5 TOUKM 10 KoMOMHMpaHa ckana (SS — Severity Scale)
3a OLIEHKa Ha yMOpa, HEOCBEXAaBalla MOYMBKA, KOTHUTHBHUA CHMIITOMHU (BCEKH OT TPHUTE
CHMIITOMa C€ OIEHSBAa C MAaKCUMYM 3 TOYKM) M HaJIM4YHe HA COMATHYHH CHMIITOMH -
KopeMHa 0oJika, aenpecusi, rmaBodosue (1=ma, 0=He, 00110 MAKCUMYM 3 TOYKH)
Wi
® HaIMYME Ha XpOHWYHA MrQy3Ha O0sKa B 3 70 6 peruoHa u
e HaJM4Me Ha MOBEYE WM PaBHU HA 9 TOUKM IO KOMOMHUpaHATA CKaja.
MxkcumanHusaT 6poit Touku € 31 — 19 3a Bcuuku Oosie3HEHM PerMoHM + 12 TOYKHM 3a BCUYKHU
CHMITTOMH.
CreneHra Ha oriakBanusTa 3a SS — Severity Scale ca:
e (0 TOYKHU — HAMA OTJIAKBAHE,
e | Touka — JIEKO U3Pa3eHO OIUIAKBAHE,
e 2 TOYKHU — CPEHO MU3PA3CHO OILUIaKBAHE,
e 3 TOYKH — CHJIHO U3PA3€HO OIJIaKBaHE
e OcCHOBHA KJIMHMYHA XAPAKTEPUCTHMKA € HAJUYMETO Ha OOJEe3HEHW TOYKH B
OTIpeJIeIEHU MECTa IO TSJIOTO, KOWTO Ca M3TOYHHUK HAa CKOBAHOCT U TUCKOMOPT.

Te decto ce chbueraBaT ¢ MalMUpPyeMH MEKOTHKaHHHM YIUTBTHEHHS B TOYKaTa Ha Ooikara,
Hape4eHu ,,MUOreao3u’”

HeBponaTnata 0oJjika ce MOBJIMsSIBA OT HSIKOJIKO OCHOBHM TPYIH JIEKApPCTBA. aHTHICIPECAHTH,
AQHTUKOHBYJICAaHTH, MeMOpaHHO-cTabmim3upamniy Jsekapctea, NMDA antaronuctu, andap
aapenepruvyau aroHuctyd u ['’AMKg aronuctu.

JlekapcTBeHa Tepanusi — MbpPBa JMHUS

[ToBnusBa HeBponaTHaTa 00JIKa, JCTTPECUBHUTE MPOMEHH, TPOMEHHUTE B CHHS.

1. AHTHACTIPpECAHTH.

1.1. TpUUUKINYHM AHTHJAENPECAHTH OT AaMHUTPHUNTWIMHOB THHm - amitriptyline,
clomipramine, imipramine, trimipramine. Te moBuIIaBaT HUBOTO Ha CEPOTOHUH B MO3bUHHTE
CTPYKTYpH. 3HaeM, 4e CEPOTOHUHBT MMa IMOJOXKHUTENICH ePeKT BbPXY KOHTpOJIa Ha OOJKaTa |
chbHS. TPHUIMKIMYHUTE AHTUICTIPECAHTH OT AMUTPUITHIMHOB THUI MOJITHCKAT TMPEIUMHO
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00paTHOTO BpBIIaHE Ha CEPOTOHHUH U B MO-Ci1ada CTENEH Ha HOPAJPEHAINH B aKcoIla3Mara Ha
HEHTPATHUTE MOHOAMHUHOCPTUYHN HEBPOHU. VIMaT aHaNreTW4eH U cedaTUBEH e(eKT, KOMTO ce
nposiBsiBa cieq 10-14 nHeBHa Tepanus W ce IB/DKM Ha aJaNTHBHATAa peryianus B Opost Ha
MoHoOepruyHuTe perentopu. OCHOBEH MpeacTaBUTeN € amitriptyline.

1.2. CenextuBau MAO- naxuduTopu — moclobemid.

To3u kmac nekapcTBa, MHXMOHMpAT OOpaTMMO €H3MMa MOHOAaMHHOOKCHIa3a A, KOWTO e
OTTOBOPEH 3a JECTPYKIMSATa Ha HEBPOIrCHHUTE aMHHH B CHHAlTUYHOTO MPOCTPAHCTBO U
MOCTCUHANTUYHATa MeMOpana. Te HamansgBaT JAECTPYKIMSATA HAa MOHOAMUHUTE U Taka
MOBUIIIABAT HUBOTO UM B CHHAIITUYHOTO MPOCTPAHCTBO.

Moclobemid e HoBa reHepamusi OT Ta3d TIpyla CbC CEICKTUBEH €(EKT BBPXY
MOHOaMHMHOOKcHa3aTa. [loBUIIaBa KOHIEHTpAaMATa HAa CEPOTOHWH, JOMAMHH, aJpEHAINH M
HOpaJpeHaINH U HamMaisiBa TeXHUS MeTaboau3bM B Mo3bka U [IHC npu OM.

1.3. CeneKTHBHM HMHXHOMTOpPM Ha 0OpaTHOTO 3axBamaHe Ha ceporonmHa (SSRI) -
citalopram, fluoxetine.

bnokupar oOpaTHHs 3axBaT Ha CEpPOTOHMH B aKcOIUIa3MaTa HAa CEPOTOHMHOBUTE HEBPOHHU Ha
IMHC. CepoTOHMHBT ce HATpylnBa B CHHAITUYHOTO IPOCTPAHCTBO U JIEHCTBA MPEAUMHO
aHTujenpecuBHo. Mmar numuTHpaH eQekT npu JiedeHuero Ha OoiaHu ¢ DM, mnopaau
cenekTUBHUS eekT crpsimo ceporonnna B LIHC.

1.4. CeleKTHBEH aHTATOHUCT M PebNTelK HHXUOUTOp -trazodone.

B Hucku nmo3u trazodone mposisiBa aHTaroHu3bsM KbM 5-HT-2A-perientopute 3a CEpOTOHUH B
ITIOCTCUHAIICA, KOETO ONpEeNsl U3pa3eHa aHKCHOIN3a U €yXUIIHOTHYHO JAeicTBue. HIupeKkTeH
5-HT-2A1 aHTaroHu3b»M B IPUCHCTBUETO HAa CEPOTOHUH BOJAM JI0 OBUIIaBaHE Ipara Ha OoJsikarta
Y aHTUJEIIPECUBHO JICUCTBHE.

1.5. Uuxuburopn Ha 0OpPATHOTO 3axXBallaHe HA HopajapeHajuHa u ceporonumHa (SNRI) -
milnacipran, venlafaxine.

EdextuBHu ca 3a neuenne Ha DM ca HOBUTE CENEKTHBHU HWHXHOUTOPHM Ha OOpPAaTHOTO
3axBalllaHE Ha CEPOTOHUH M HOPAJPEHAINH, KOUTO MMAT IO-MaJIKO HEKEJIaHW JIEKapCTBEHU
peakuuu OT TPULUKINYHUTE aHTuAenpecanTi. Milnacipran muHxuOupa o0paTHOTO 3axXBallaHe Ha
HopaapeHaiauH u ceporonnH B [[HC. B TepaneBrnunu mo3u uuxubupa N-methyl-D-aspartate-
peuenTopute. AKTUBHO JAedcTBamaTa cyOctanuus Ha venlafaxin m aktuBHMAT Mertabonut O-
desmethylvenlafaxine n36upaTenHo OJIOKHMpaT YCBOSIBAHETO HAa CEPOTOHMH B akcoIjazmara Ha
ceporonnHepruunute HeBpoHU B LIHC. EdexTsT My BbpXy O0JKaTa ce IBJIKH Ha MOTEHIMpaHe
Ha HeBpoTpaHcmuTepHara akTuBHOCT Ha L[HC. Ilpumara ce B mo3a 75-150 mg mueBHo. Mwma
eeKT U BbpXY ACNPECUBHUTE MIPOSBU.

2. AHTHEeNWJIEeNTHYHH JIEKAPCTBA ¢ aHajreTn4eH edekt — pregabalin
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Pregabalin uma Bucok aduHUTET Ha CBBp3BaHEe Ha ajda-2-aenTa PerenTopuTe Ha KallUeBUTE
kaHamu Ha [[HC, B pesynraT Ha KoeTo HaMaisBa MH(IyKCa Ha KaJlMEBH HOHM B HEPBHUTE
OKOHYaHMS W HUBOTO Ha HEBPOTPAHCMUTEpPHUTE riryramar u cyocranuus P. Toit e cTpykrypen
JiepuBaT Ha raMa-aMuHOMacienara kucenuna (GABA). Pregabalin karo MoHOTepanusi HamaisiBa
cusaTa Ha OOJIKaTa v MOBIHUSABA POMEHHUTE B ChHS M yMOpaTa - KIIFOYOBU cUMIIToMH ipu OM.

3. Xunmnoruuu — zolpidem, zopiclone.

be3sckrHueTo € BakeH CHUMIITOM, KOHTO HapymaBa komdopra Ha OomHute ¢ OM.
Heben3oanazenuHoBuTe cemaTMBHH cpeacTBa zolpidem um zopiclon yabipkaBar ChbHS, HO HE
MOBIIMSIBAT OCTaHAUTe cuMiToMu Ha @OM, mopaad KOETO TAXHOTO TIPUIOKEHUE KaTo
MOHOTEparnus € TUMUTUPaHO. [10AX0A1I0 € KOMOMHHPAHETO C JPYTH JICKapCTBa 3a MOBIUSBAHE
Ha OoJKarta -TPUIMKINYHHA aHTUAepecanTy, ibuprofen u anda-2-nenra muranam

4. MuopeaakcanTu - tizanidine - nenrpaien anda-2-agpeHepruyeH aroHKCT.

5. Onuouanu aHaarerunm — tramadol moxke nma ce xkomOumuupa ¢ SNRI 3a mo mobpo
MOBJIUSIBaHE HA BCUYKH CUMIITOMH.

6. AHecTeTHIIN — JIOKAJIHO MEKEKTHpaHe Ha Tpurepuute Touku ¢ lidocaine

Kpurepuure 3a oneHka Ha e()eKTHBHOCTTA ca [TOBHIIIABaHE Ha Ipara Ha OOJIKa, HaMaJIsIBaHe
Ha XpoTuyHata audydHa OOJiKa, MOBHINABAaHE HAa KA4eCTBOTO Ha ChHHSA, HaMalsBaHE Ha
JIETIPECUBHUTE TTPOSBH.

133



YacT nmera

KPUCTAJIHU APTPOITATUH

HOJAI'PA

l. Jepmunumsi

[lomarpata e MeTa0OMUTHO BB3MAIUTEIHO CTAaBHO 3a00JsBaHE, XapaKTepu3Hpalio ce ¢
HaTpyIBaHEe Ha Kpuctaiau MoHoHaTpueB ypar (MHY) B cTaBu M OKOJOCTaBHU CTPYKTYpHU MHpHU
cepymHn HHBa Ha mnukoyHa kucenuHa (IIK), HamBumaBamm Qusmonornynust mpar Ha
pa3TBOPUMOCT.

Tst e wact oT rpynara Ha KPUCTAJIHUTE apTPONAaTUU (CBBP3aHU C HATPYNBAaHE HA: KaJIUEB
nupodocdaT AUXHUIpaAT; OCHOBEH KajaiueB Gocdat (amarur); KanmueB okcajaaT) u € CBbp3aHa, OT
€Ha CTpaHa, C XHUICPIPOAYKIUS WM HaMaJieHa SKCKPEIHs M ¢ META0OJUTHUS CHHIPOM, OT
npyra. Pazsutuero Ha nogarpata € cBbp3aHo U ¢ reHeTH4HH (paktopu. B bearapus oxono 10%
OT HACEeJICHHWETO MMa TeHeTHYHO oOycioBeHa mosumeHa [1IK B cepyma, 6e3 ToBa na BoaM 10
MOBHIIIEHA 3200JI€BAEMOCT OT TOJarpa.

YecroraTa Ha 06osecTTa MOCTENEHHO C€ yBeJMYaBa Ipe3 MOociel- HUTEe HAKOJKO JeKaau. 3acsra
IPEJUMHO MB)XE, KaTO OTHOLIEHHETO MbXkelkeHH € 9:1. MeHomaysara yBeln4aBa pUCKa 3a
pa3BuTHE Ha nojarpa npu xenute. Cropen nocneanure npoyusanus yecrorara B CAILl e 3.9%
OT BB3PACTHOTO HaceJeHHE, KOETO € OKO- JIo 8.3 MIIH. yoBeKa, BbB BemukoOpurtanus — 1.4% ot
HaceJie- HUETO, KaTo C HalpeBaHe Ha Bb3pacTTa cTUra 10 7% npu MbKeTe HaJl 75 roj. Bb3pacT.
B Hsxou erHunuecku rpynu, karo Maopute B HoBa 3enannus, yecrorara Bapupa oT 6.1% B
obmara nomynanus 10 70% mpu MBbKETe Ha Bb3pacT HaJl 75 TOAUHU.

Il. Crparerus 3a moBeaeHue npu noaarpa
ITocTraBsiHe HAa AMarHo3ara

35aTeH CTaHJIapT 3a MOCTaBsSHE Ha JMar’Ho3a Inojarpa € m3onupaHeTo Ha kpuctaiu MHY or
CTaBHa TE€YHOCT WJIM ThKaHHa Ouorcus. ToBa Tps6Ba na ObAe pyTHHHA IMpolEeaypa, Thil KaTto
O0OMKHOBEHO ce MociieiBa OT 10KUBOTHA ypaT-nioHmxkasaia Tepanus (YIIT).

Hskou enemeHTH OT UCTOpHSATA Ha 3a00SBAHETO B ChUETAHHE C IAHHU OT (PU3UKAITHUS MIPerie]l
MOraT Ja BIsS3aT B CHhOOpaKeHHE TPHU IMOCTABIHETO Ha JWarHo3ara — BHE3allHAa TOsiBA Ha
OTUIaKBa- HUATA, OTOK M 3auepBsBaHE, AHTAXHUpAIIM IbpBa MeTarap3oda- JlaHreanHa WIH
Tap3ajiHa CTaBa, 3a€IHO C aHaMHEe3a 3a MPEIXO0IHU MOJ00HU OTUTaKkBaHus. M3BeCTHO e, ue TakaBa
XapaKTEePUCTHUKA Ha CaMOOTpaHHWYaBall] C€ CHHOBUT C €pUTEMA CE€ Cpellla U MpU JPYTHKPUCTAI-
CBBpP3aHH CHHOBUTH (HampuMep KaiiueB mupodochaTauxuapar-cBbp3aHusi CAHOBUT U T.Hap.
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MICEeBOMOArpa), Cem- THUYEeH WM PEaKTUBCH apTPUT. AHraKMpaHETO Ha IbpBa MeTarap-
30(hasiaHreanHa CTaBa U yCTaHOBSBAHETO Ha TOQH MPpHU (HUUKATHKS MPETJIe/ MPaBH JHarHo3ara
omie no-curypHa. Ho aHraxupaHeto Ha mbpBa MeraTap3odanaHreaiHa craBa C OTOK H
BB3MalieHue ce cpe- ma a0 20-25% ot kpusnre U 3a TOBa € HEOOXOAUMO J1a C€ THPCU TTOPAKECHUE
Ha KOSITO | JIa € CTaBa.

BbosiHuTe ¢ mogarpa Morat Jja IpeMHUHAT NPpe3 HAKOJIKO KIMHUYHU CTaIus:
* AcuMNITOMaTUYHA XUIIEPYPUKEMUS

* OcTpp NoAarpo3eH apTpuT

* MexXynpuCTBIIEH IEPUOL

» XpornuHa niojarpa c¢/6e3 ropu

JlaGopaTopHu M3cJieIBaHUS

XurepypukeMusita € OCHOBEH PHCKOB (hakTop 3a pasBuTHe Ha momarpa. OT IpoBeleHH
EMUIEMHUOJIOTHYHH TIPOYYBAHUS € YCTaHO- BEHO, Y€ MPHU X0pa ¢ MEPCUCTUPAILA XUIIEPYPHKEMHUS
>9 mg/dl, puckbT OT pasButHe Ha mogarpa ¢ 20%.

IIpoMeHHr BBHB BBHIIHUTE YCJIOBHS Ha Cpefara IMPOMEHSAT pa3TBO- PUMOCTTA HA HATPYMAHHTE
B II0-TOJIIMa KOHIIEHTpaIst HoHU. ToBa BOJM JI0 KpUCTaI000pasyBaHe U Bb3HUKBAHE Ha CTaBHA
kpu3a. [IpoMenu, BoJeu 10 anumao3a, ca:

* Tecuu oOyBKkHU
* MexaHM4HO HaTOBapBaHe — NPOABILKUTEIHO XOJEHE U yMOpa

*J[MEeTUYHHU IPEIIKU
*['nanyBane, 0bp30 oTCIabBaHe
o Kaxna

*dDebpunureT

OO0pa3um usciaenBanus

MHoro YecTo KpHUCTaJHaTa apTponarus e cMeceHa (ypaTHU+KanueBo-
nupodocdaTHU + KAIMEBO-allaTUTHA KPUCTANK). 3aToBa poOJsATa Ha KOHBEHIMOHAJTHATA
peHTreHorpagusi B IUArHOCTHIIMPAHETO Ha I[ojJarpara € BaKHO, OIle T[OBeYe 4Ye
pentreHorpad)CKUTe MPOMEHH (E€pO3WBHA apTpomaTus O€3 MepuapTUKyIapHa OCTEOINEHHUS, C
€pO3UBHM WM CKJIEPOTUYHHU I'PAHUIU, MEKOTbKAaHHU 3aCEHYBAHUS U MAaprUHAIHU OCTEO(PUTH)
HACTBIIBAT FOJIMHM CJIE/l M3BaTa Ha MOJArpO3HUTE KPU3H (CpelHO 5 TOAMHU), Korato 6ojec- TTa
€ MpeMHHaIa KbM XpOHUYHATa cH (asa ¢ miu 6e3 GpopMupaneTo Ha TOPH .
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[TonkoxxauTe TOPU MOTaT Na ce YCTAHOBAT NMpHU (U3MKAIHUSA mperiea. Upes oOpa3sHu METOAH,
karo crtaBHa exorpadus, SIMP, KT wu nBoitHO-eHepruitHa KoMmIOThpHAa TOoMOorpadus (dual-
energy CT), Morar aa ce BU3yalnu3upar AbJIOOKH ypaTHU JETIO3UTH.

CraBHara exorpadus € Hail-qOCTHIIHUAT U €BTUH METO/]] B KJIM- HUYHATA [IPaKTUKA.

Exorpadcku npomenu noj ¢opMara Ha KPUCTAIHU JIEO3UTH - IBOEH KOHTYP U XUIEPEXOreHHH
CeHKH, KakTo W power Doppler curnan - ce ycTaHoBsiBAT M NPH MHOTO PAaHHHUTE CTaJUH Ha
rojarpara, JoOpu Ipu Xopa ¢ aCUMITOMAaTU4HA XUIlepypuKkeMus. ToBa MOXe Ja € IIOKa3aHue 3a
3aro4BaHe Ha ypaTOIOHM)KaBallla TepaIusl.

ITomarpara e KpucTajaHa apTponarTus, 3a Hest Ba:kat kpurepuute Ha McCarthy ot 1993 1. ¢
HSIKOU BapHAIlUM:

Bxmrousar 3 rpynu kputepuu — I, 11 u 111

L[.YcTanoBsiBaHe HA KpUCTAJIM B OMONITAT OT CHHOBMSI
IL.YcraHoBsiBaHe HA KPUCTAJIN:
A. CuHOBHaJIHA TEYHOCT IIPH MOJIAPU3ALUOHHA MUKPOCKOIIUS
B. Tunmunu nipu peHtrenorpadus
HIL.Knuanynm:
A. OcTbp apTpuT Ha KOJISTHO WJIH JpyTa rojisiMa craBa c¢/0e3 xurepypukeMus (cbe/6e3
3a4epBsIBaHE)
B. XpoHunueH apTpuT Ha MaJIKu ¥ TOJIEMH CTaBH ChC CIETHUTE 0COOEHOCTH:
1.HetunuuHo msicto Ha ae6roTa
2. 3onmupano crecHenue Ha A4 u/wu F5 ¢/6e3 crpanudHm y3ypu (CpaBHUTEIIHO paHHA
posiBa)
3. Hannume Ha cyOXOHpaTHN KHUCTH (CPAaBHUTEITHO PaHHA TPOSBA)
4. TexXKu Iporpecupaliy J1ereHepaTuBHU NPOMEHH ¢ (opMUpaHe Ha
PEHTI€HONIO3UTUBHU TeNa (KbCHA MPOsIBA)
5. HenocrositnHO hopmupane Ha octeopuT (KbCHA MPOsIBaA)
6. Hanmnuune Ha kanuu@UKaTi B CyXOKUINS — aXHIIECOBO, TPULIEIC, OULIETIC U Ap. (KbCHA
MposiBa)
7. AHraxxupaHe Ha akCHAJIHUs CKeJIET ¢ KaJIMHO3a Ha AUCKOBETe, BaKyyM ()eHOMEH Ha
npenvienute 1 CU ctaBu (KbcHa MposiBa)

Juaenozama e cueypna npu uznwvanwenue wa 1 + II A/l B. Jquacnozama e eeposimna npu
usnvanenue Ha 11 A unu 11 B. /[uaenozama e v3modicna npu usnvianenue na 111 A unu 111 B.

IIpenopbku Ha EULAR:

1. Ilpu ocmwvp npucmvn Ovp3ama nosL6a HA HENOHOCUMA OO0JKA, OMOK U YYECMEUMETHOCHI,
oocmuzawu nuk 8 pamxume Ha 6-12uaca, ocobeno npu Haiuyuemo Ha epumem, € CUIHO
CYCNEeKMHO 34 KPUCATIHO 8b3NAJleHlUe, MAKAP U He 3A0bIHCUMENTHO No0azpd.

2. Ilpu munuunume ¢opmu Ha nodacpa (Kamo HPUCMBNHA NOOA2paA C Xunepypuxemus),
KIUHUYHAMA OUACHO3A € OMHOCUMETHO MOYHA, HO He Modice 0a Oboe okoHuamenna, besz oa ce
00Kadice HaATUYUemo Ha KpUcmai.
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3. Hanuuuemo Ha kpucmanu MOHOHAMpUes ypam 6 CUHOBUATHAMA MEYHOCM WU 68 ACNUpam om
moghu, nocmassn OegpuHumusra ouasHosa nooazpa - wyecmeumennocm - 0.84 u mHoco sucoka
cneyughuurocm

4. Ilpenopvusa ce pymuHHO u3Cied8aHe 3a HAIUYUE HA KPUCMATU MOHOHAMpUEs8 Yypam 8
CUHOBUATIHAMA MEYHOCM HA 8Ce Oue He- OUACHOCMUYUPAHU 8b3NATIeHU CIABU.

5. Hanuuuemo na Kpucmanu 8 ACUMAMOMAMUYHU CMABU MOXdCe 04 NOCMABU OKOHYAMENHA
0UAcHO3a 8 MeNCOYNPUCMBIHUME NEPUOOU. .

6. Ilooazpa u cencuc mozam 0a cvujecmeysam eOHOBPEMEHHO U 3amoéa, Ko2amo ce nooo3upa
cenmuyen apmpum, mpabea 0a ce ugvpuiu oygemsasame no Ipam u nocaska om CUHOBUATHA
meyHocm, 00pu U NPU HalIudue Ha KPUCMaiu MOHOHAmMpues ypam.

7. Bwvnpexu ue e naii-easicnuam puckos ¢gpakmop 3a noseama Ha nooazpa, nueomo Ha IIK &
cepyma He mModce 0a nomevbpou Uiy Om- X8bpiu HAIUYUemo Ha nooazpa, muvli Kamo MHO20 Xopa
C Xunepypu- Kemus He pazeueam nooazpa, a 0C6eH mosa no epeme Ha nooazpo- 3eH NPUCMBA
HU8AMa Ha NUKOYHAMA KUCENUHA 8 CEpYMA Mo2am 0a 0b0am HOPMAIHU.

8. Exckpeyusma na IIK om 6wOpexka mpsbea 0a OvOe u3zcied8ana npu HAKOU NAYUEHMU,
0C0OeHO npu maxkusa ¢ hamuina obpemene- HOCM OM PAHHO NOSABUILA Ce N00Azpd, HAYAIO0 HA
nooazpa noo 25-200uuina 6b3pacm uiu ¢ OvOpeuHU KOHKpeMeHmu.

9. Bwvnpeku ue pemmeenocpagpusma modxce 0a 06vbOe MHO20 NONE3HA NPU NOCMABIHEMO HA
ougepenyuarna OuazHo3a u Modce 0a NOKAdXNCe MUNUYHU XAPAKMEPUCTUKU 30 XPOHUYHA
nooaepa, mo3u OUAeHOCMUYeH Memoo He € OMm NOoA3d NPU OUACHOCMUYUPAHEMO HA HAYATHA UIU
ocmpa nooazpa.

10. Tpabea 0a 6wOam oyenssanu puckosume Gaxmopu 3a nossa- ma Ha nooazpa u
KoMopououmem, 8 moea 4uUcio U eieMeHmu Oom m.Hap. MemaooaiumeHr cuHOpom (obezumem,
Xunepenuxkemust, XUunepaunuoemusi, XunepmoHust,).

I11. Ilpenopbku 3a npoBe:kaaHe Ha (apMaKoJOIrMYHA Tepanus NPH 0OJHH C NMOCTABEHA
AMArHo3a nojarpa.

[lonarposeH apTpur u:

e ¢JHA WIH HIKOJKO TO(MU, YCTAaHOBEHU NPH KIMHUYHHUS TIPErje] WId Ha 0Opa3HOTO
U3CIIE/IBAHE

YECTH MPUCTHIIN HA OCTHP MOJArpO3€H apTPUT (= 2 MBTU T'OJUIIHO)

xpoHu4Ha 6b0peuna HepocTarbyHOCT (XBH) > 2 crenen

aHaMHe3a 3a ypoJuTHa3a

BBb3pacT nox 40 rox

w/wm TTK > 8 mg/dl (480 umol/l)

W/WJIH ChIIBTCTBAIIM 3200JsIBaHUS — OBOpPEUHO 3200 sIBaHE

IlenTa Ha JeYEeHHETO € JOCTUTaHe Ha mpuieaHoTo HUBO Ha [IK mpu xoHkpeTHHs manueHT < 6
mg/dl umm < 356.88 pmol/l. B Hskou ciaydau, ¢ nen nogoOpeHrne Ha cCMMITOMaTUKara Ha 0oJecTra
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U Ha- MaJIIBaHE M 10 BH3MOXKHOCT M3YE3BaHE HA BUIAUMHUTE W MAIMUPY- €MH TOPH, MOXKE J1a ce
Hajoxu noHmxkasane Ha [1K < 5 mg/dl nnu < 297 pmol/l.

TepanusTa 3anmo4Ba ¢ HAKOM OT JiekapcTBeHHuTe NpoaykTH (JIIT) oT mbpBa JIMHKMsA:

- kcantuHokcuaaseH uuxuourop (KOU) — allopurinol niau febuxostat

- ako moHe eaud KOW e mnpoTHBOMOKa3aH WM HeAoOpe IOHECCeH, alTepaHaTHBEH
TEpaneBTHUEH BapHaHT € YPUKO3ypHuHOTO cpeactBo pProbenicid crmopen ACR wmm apyro
YPHUKO3YPHYHO CPEIICTBO CIIOpe mocienuute npe- nopbku Ha EULAR-2014 rog.

KcanTuHokcnia3Hu HHXHOMTOPH — YPUKOMHXUOUTOPH
KiiouoBH npenopbku 3a JieueHUe ¢ aJOMYPHHOT

MexaHu3MbT Ha JICHCTBHE € CBBbP3aH C OJIOKMpaHEe Ha €H3MMa KCAHTWHOKCH[a3a, BCICICTBHE Ha
KOETO HaMaJIsiBa MPEeBpPBIAaHETO Ha XurokcaHTHH 1 kcaHTuH B [IK. [Ina3menara KoHIeHTpaus Ha
[1K ce moHmkaBa, HO CE MOBUILABA Ta3H Ha HEWHUTE NMPEKYPCOPH — XUIIOKCAHTHH M KCAHTUH,
KOMTO, 3a pa3jivKa OT Hesl, ca 100pe pa3- TBOPUMHU U UMAT MHOTO 110-100bp ObOpedeH KIMpbHC. 3a
momenta allopurinol e Hali-uecTo U3MUCBAHOTO JICKAPCTBO 32 HAMAJISIBAHE HA CEPYMHUTE HUBA Ha
[1K. Havannara no3a He O6uBa na Obne mo-Bucoka ot 100 mg/ neH, a mpu 6omnute ¢ XbH > 4
crerieH — He moBede oT 50 mg/neH (HuBO Ha jgokasarenctBo B). Ilommbpxkamara mosza TpsoOBa
IIOCTENICHHO Jla CE YBeIM4Ya- Ba HA BCEKH 2-5 CeIMHMIHM 10 NOAXOJsIIaTa MaKCHMallHa J103a,
Heo0Xo/iMMa 3a MOCTUTAaHETO Ha ompeneneHo npu- nenHo HuBo Ha [IK. Jlozata moxe na Obae
yBenuueHa u Haa 300 mg/neH, 1opu U NpU HapylleHa ObOpedHa (QyHKIUS, IpU MOJOKEHHUE ue
TOBa € CBIIPOBOJIEHO C a/IeKBaTHO OOyueHHe Ha MallMeHTa U C MOHUTOPUpPAHE 3a JIEKapCTBEHA
TOKCHYHOCT (ChpOeX, 0OpUB, NOBUIIEHN YEPHOAPOOHH TpaHcaMuHa3M). Ta3u npenoprka Moxke Ja
€ 00EKT Ha IUCKYCHSl.

Tps6Ba na ce uma npeABHL, Y€ MPH €THOBPEMEHEH IIPHUEM Ha a3aTHONPUH J103aTa Ha aJlONMypUHOI
0M cneBajo J1a ce KOpUrupa nopajau MoBUIIABAHETO HA HUBOTO Ha 6-MEepKanTONMypHH U Bb3MOXK-
HOCTTA 32 TOKCUYHU €(EeKTH.

Febuxostat

®ebyKkcocTaT € HEemypuHOB KCAaHTHUHOKCHIA3€H WHXHOUTOP C MO-BHCOKA CEJIEKTHUBHOCT I10
otHomrenne Ha KO, koliTo mHXHOMpa KaKTO OKMCIIeHaTa, Taka W peaynupanara popma Ha KO u
noHmxkaBa HUBOTO Ha IIK B cepyma. IIpunara ce 3a jedyeHre Ha XpOHUYHA XUIIEPYPUKEMUS MIPU
CBCTOSIHMA, TMPU KOWUTO BEYE € HACTHIMJIO OTJaraHe Ha yparu (BKJIIOYUTETHO aHaMHE3a WU
HaJllmyue Ha To(u W/WiIM mojarpo3eH apTpuT). Pezynararute OT mpoyduBaHUATA MOKa3BaT JO0OBP
e(eKT 1o OTHOIICHNE Ha PeAYKILIUs Ha TOQUTE.
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[Ipu emqHOTOMUIIHO TIPUIIOKEHHE HA JTHEBHA 103a oT 80 mg, mpu 83% ot GoyiHMTE, ce HaOII0aBa
HaMaJIgBaHe rojieMuHaTa Ha Todute; mpu no3a 120 mg nueBHo — 66%. He e uzsicuena npuynnara,
MopaJii KOATO HUCKATa J103a (heOyKcocTaT 1aBa Mo-100py pe3ysITaTH.

EdextsT My € n0o-100bp B CpaBHEHUE C MPUIIOKEHHE Ha AIOIyPUHOI.

®elyKkcocTar BIIM3a B ChOOpaKeHUE MPU HeTocTUrane Ha npurensn Hua Ha [1K < 6 mg/dl (357
umol/l). Moxke na ce wu3mon3Ba Npu OOJHU ¢ OBOpEYHO aHTaKHUpaHe (MPUIOKEHHUETO Ha
QJIOIMYPUHOJI € CBBP3aHO C IO-BUCOK PHCK Ha TOKCHUYHOCT). Bce ome mumcBa aoctaTbueH
KJIIMHWYEH OMHT ¢ yrnoTpebaTta Ha ¢edykcocTar mpu OOJHU € TEXKa YEpHOAPOOHA M OBOpedHa
HEJIOCTaThYHOCT.

Ho3ara Ha dedykcoctar mMoxe aa ce Tutpupa oT 40 mo 120 mg mHEBHO O JOCTUTaHE Ha
npunienauTe cepymuu Huba Ha [IK. B EBpomna e ogo6pen non ¢opmara Ha Tabnetku oT 80 mg u
120 mg.

Ypuko3ypuuu

HamansaBanero Ha yparHara ekckpenus € B ocHoBara Ha 90% ot ciywyaute ¢ nogarpa. [lpu xopa
¢uznonornuno 5-10% or  gunTpupanute ypatu ce cekperupar upe3 OwOperuTe. [lo-
rojsiMmaTa 4acT ce peabcopOupa rnpe3 ObOpeyHuTe TYOYIH.

Ypuko3ypuiure ca mbpBUTE, U3MOJI3BAHU 32 JICUCHHE Ha mojarpara. Bceku, KOWTO MO €IuH Win
Ipyr HauuH yBennudaBa exckperusta Ha [IK ¢ ypunara, ce mpuema 3a ypuko3dypuk. OcHOBHaTa
WHAMKAIMS ca ciiy4auTte, korato ekckpeuusta Ha [IK He oTroBapst Ha ouakBaHaTa 3a ChbOTBETHATa
CepyMHa CTOIHOCT M 3a HUBOTO Ha TriaoMmepynHaTa ¢untpauus. [Ipuunnata Moxe Ja € mbpBUYHA
WM BTOPUYHA.

Benzbromarone e JIIT c Haii-n1o0bp ypuko3ypudeH e(ekT, Mo3HAT B KIMHHYHATA MPAKTHKA.
brnokupa URATI] u motucka peabcopOuusita Ha ypaTd OT eNMTENHUTE KieTku. IIpenu3Buksa
TEXKa YepHOAPOOHA TOKCUYHOCT.

Nscnenanero Ha OBOpedHaTa ypaTHAa EKCKpeIus BIW3a B ChOOpakeHHWE 3a WU3SICHSIBAHE Ha
MeXaHHM3Ma Ha XUIepYpPUKEMUsITa U 3a n300pa Ha OOJTHU, MOIXOIIIN 32 JICYCHUE C YPUKO3YPHIIH.
BwvBenena e kaTto pyTHHHa TMpoleAypa B KiIWHMYHata mpakTuka ot mnpod. K. KnHes.
WzcnenBanero Ha 24-yacoBa ypHHA 3a KOJUYECTBO ypaTH M ypaTeH KIMPBHC, 3a€IHO C HUBO Ha
KpeaTMHUH B YpHUHaTa U KPEaTMHWHOB KJIMPBHC, JONPUHACAT 3a NpeleHKa Ha ObOpeuHaTa
(GYHKIUS ¥ CTETICHTA HAa aHTAKUPAHE HA ypaTHATa eKCKPEITHsl.

JlekapcTBeHM NPOAYKTH, 0100peHH 3a ynoTpeda npu noaarpa.

Probenicid

- Jeka 10 ymepeHa creneH Ha naxuoupane Ha URAT1 u GLUT9

- 1o6pa abcopOIus cies; OpaTHO MPUITOKESHHE

- IMUKOBA IJIa3ME€HA KOHIOCHTpAaIWA Ha YETBHbPTHUA 4aC OT IPUTTOKEHUCTO

- nmo3o03aBucuM e(dekT B paMmkuTe Ha 6 g0 12 uaca, KoeTo ompenens HEoOXOIMMOCTTa OT
JBYKpaT€H PEKUM Ha IIPUIIOKEHUE

- Merabonu3upa ce B YepHUs Apod
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TEXKKUTE CTPAHUYHHU €(DEKTH ca PelKH, a KOXKHH OOpUBH U TAaCTPOMHTECTHHAIIHU PEAKINH Ce
HaOmogasat pu 20% ot OoHHUTE

J03aTa ce TUTpupa - 3amousa ce ¢ 500 mg IByKpaTHO THEBHO M MOCTEIIEHHO CE yBeIWYaBa 10
2 g THEBHO MpH A00pa Mo- HOCUMOCT. MakcHMaTHaTa THEBHA 1032 € 3 g IHEBHO.

Sulfinpyrazone
aHasyor Ha (eHII0YTa30H
naxuoupa URATI
¢ 1o6pa abcopOItust ciie] OpaTHO TPUTIOKEHUE
MUKOBA IJIa3MEHA KOHIICHTPAIUS Ha TPETHSI Yac
MeTabomm3upa ce B yepHus aApod. Ham 1/3 or mosara ce ekckperupa HEMpPOMEHEHa Ipe3
ObOpenuTe
U3TETJIeH € OT YymHoTpeba B TMOBEUETO CTPaHM TOpagu ciadara CH  MOHOCHUMOCT,
AQHTHArPEraHTHHS CH €(PEKT BBPXY TPOMOOIMTUTE W JIMIICaTa Ha e€(EKT NMPU HUCKO HHBO HA
TJIOMEpYITHA (QUITPAIIUSL.

Ypuxosypuunu JIII, kouTo HEe ca CTaHAApT B KJIWHWYHATA MPAKTUKA M CE W3MOJI3BAT U3BHH
o00pennTe  wHAMKaiwmu:  ¢eHodgudpar, JgocapraH, aropBacratud, leflunomide,
ketophenylbutazone.

[IpunoxxeHuero Ha TE3W JICKAPCTBEHU MPOJIYKTH NpPH OOJHHM ChC CHIIBTCTBAIA MMATOJOTHUSA, 32
KOSTO ca MPEANKCaHN MOXKE Ja MoJ00pH Bh3MOXKHOCTTA 3a JOCTUTAaHE HAa MPHUIEITHN CTOMHOCTH
Ha cepymHa [IK u ga u3nbinnu ponsata Ha agoBanTHa YIIT.

IIpe3 2012 roa. ACR cb3gaBa cieHUTE KIFOUOBH MPENOPBKHU C LE] yJIECHSIBAHE HA JIMYHUTE
JIeKapH U peBMATOJI03UTE B M300pa Ha YPUKO3YpUYHA TEPAINs U B IPOCIIEAIBAHETO HA OOJIHUTE:

IIpobennuma € ypuKO3ypu4yHO CPEJICTBO Ha IbPBU M300p, MPUIOKEH KAaTO MOHOTEpAIHs.
[Tpu nanueHTuTe ¢ KpeaTHHUHOB KIUPBHC < 50 ml/min He e MoaAXOoAI] KaTo IbpBa JIMHUS Ha
YPUKO3ypHUHa Tepanus (HUBO Ha Jl0Ka3ares- cTBO B).

[IpunoxxeHnero Ha ApPYrd JIEKapcTBa C KIMHUYHO 3HAYMM YPUKO3ypUUYeH €(eKT, KaTo
(perodudpar u JocapTaH, KaTo KOMIIOHEHT Ha YPUKO3ypHUUHATa Tepamus, MOxe Ja Obae oT
TepaneBTHYHA 110J134.

AHnamHe3aTa 3a yponMTHa3za € IMPOTHBOIOKAa3aHHE 3a IPUIOKEHHE Ha YPUKO3ypHUYHA
Tepanus.

[Ipenu 3amo4yBaHe Ha YPUKO3ypUUYHATA Teparus € HEOOXOIUMO J1a Ce OTPEACIAT CEPYMHUTE
guBa Ha [1K.

[ToBumenute croiinoctu Ha I1K B yYpHuHaTa ca UHAUKATOP 3a HelHaTa CBPBXIPOAYKIHA U Ca
MMPOTHUBOIIOKA3aHUEC 34 IPOBCIKAAHC HA YPHUKO3YypUYIHA TCPAIIHA.
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Mounutopupanero Ha HuBata Ha [IK e 3ambpKuTeNHO MO BpeMe Ha YpUKO3ypHUHATa
Tepanus.

C nen noHm>xaBaHe Ha PUCKA OT YPOJIMTHA3a B CbOOpake- HUE BIIN3a AJIKAJIM3UPAHE Ha
ypuHaTa (HanpuMep C KaJlueB LUTPAT) ¢ npocieasBaHe Ha pH Ha ypuHaTa, B JOIbJIHEHUE

KbM YBCIIMYCHHA ITPUCM Ha TCUHOCTHU.

YpUKOJIUTHYHA Tepanus

Pegloticasa ¢ pekoMOMHAHTHO MoaudHUIMpaHa ypUKa3a, KOSITO CE HM3IIOJI3BA 3a JICYCHHE Ha
TEXKH, pepakTepHHU Cilydyad Ha MojAarpa ¢ HeJocTaThb4yeH e(ekT oT koHBeHuuoHanHata YIIT,
MPUJIOKEHA B ONTHMAJIHM J103M. Teparnusra ¢ nerioTukasza e ogoopera or FDA mnpes 2010 r., HO
HE ce npenopbuBa karo nepsa auHus YIIT.

[Tpunara ce Ha 2-4 ceamunu moja GpopMarta Ha HHTPABEHO3HA MH(Y3HUs B 1032 8 mg, pa3TBOpPEHA
B 250 ml ¢u3mosoruueH pa3TBop.

Yka3zanus Ha ACR 3a anTunadaamaropaa papMakoJornyia npopuaakTuKa Ha OCTPUTE
KpHu3u npu 3anoysane Ha YIIT

Hpennonara CC, 4C€ PAHHOTO YBCJIIMYaBaHC HA OCTPUTC NPUCTHIM IIPHU 3aIll0OYBAHC Ha VIIT e
pe3yiaTar OT PEMOACIIMPAHETO Ha BBTPECTABHUTC YPAaTHHU KPUCTAJIHHU ACIIO3UTH, BCICACTBUC Ha
6’bp30T0 " 3HAYUTCIIHO HAMAJIIBAHC Ha OKOJIHATA YpAaTHA KOHUOCHTPALIUA.

Excnieptute cmsrar, ye HEoOXOAUMOCTTa OT NpoUIaKTHKAa B Te3W ClIydan TpsAOBa na Obae
WHIUBUAYAIIHO TpeneHsBaHa. KbM  MOMeHTa HsMa TMpenopbKd 3a  ONTHMAalHaTa
MPOIBIDKUTETHOCT U TS TpsiOBa Aa ObJe MpeleHsBaHa Clie]] OIleHKa Ha peauna (HhakTopu Karo
YECTOTa Ha MPUCTHIUTE, IABHOCT Ha TojarpaTa, HaJIMuue U pa3Mep Ha Todure.

Hsma koHceHcyc 3a ToBa kKora TouyHo Ja ce 3arnouHe YIIT criex octsp mojarpos3eH NMpHCTBI.
[loBeueto ekcrnepTH cuuTaT, 4e HUCKUTE HauyanHu a03u Ha YIIT c GaBHO moBHUIIaBaHE Ha
JI03MpOBKaTa ca B OCHOBaTa Ha IMpeBEHLUATa Ha mpuctbhnute (start low, go slow). Bce mak,
IIOpaJd BHCOKATAa 4YeCTOTa HAa NpUCTbOMTE Npu uHMIMUpaHe Ha YIIT, e mpenoppumrenHo
MPOBEXKIAHETO HA POPIITAKTHKA.

MbpBa aunus JIII ca colchicine u Humcka moza HCIIBn. Te He BuHarm ycnsBaT ja
NPEeJOTBPATAT BCUUKU MOJArpo3HU MPUCTHIM cien 3anouBaHe Ha YIIT.

KomxunabT nMa 0bp3a upeBHa pezopouus (tmax 2 h, t1/2 4 h) u eHTepoxenaTaieH KpbroBpar,
JOTIPUHACSII] 32 HETOBAaTa CTOMAIITHO-YPEBHA TOKCUYHOCT. KOIXUIIMHBT ce CBBp3Ba HEOOPATHMO
C TUMEpUTE Ha BBTPEKIETHYHHS OCNTHK TyOyJMH WHXMOHWpA HEroBaTa MOJUMEpHU3aIMs WU
¢dbopmMHUpaHeTO Ha MHUKPOTYOyiIM Ha JeBKomuTUTe. TOoM MHXMOMpa CBHIIO W MHUTpAlMATa Ha
IpaHyJIOIUTHTE, KakTo U cuHTe3a Ha LTB4. IloTucka ¢arouuro3ara Ha ypaTHUTE KPUCTAIH U
oTci1abBa Bb3MAJIUTEIHATA PEaKIUs.
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Karo anrepHariBHa MpoQuIakTHKA IPH OOJHH ¢ HEMOHOCHMOCT KbM HITH ITPOTHBOIIOKA3aHUS 32
konxurme 1 HCIIBi ce mpenopbuBa HuCKa j03a prednison mwau prednisolone (yrounena karo
< 10 mg/nen). IIpuaokeHne Ha MO-BUCOKH JO3M C IIeJ TIPEBEHIINSA HA MPUCTHIIUTE CE CUUTA 3a
HEYMECTHO.

He e mocturHar kKoHCeHCYC 3a CHOTHOILIEHHETO MOJ3a/pUCK 3a HeojoOpeHaTa ymorpeba Ha
naxuouTopu Ha IL-13a aHTUMH(IamMaTopHa TpodHIIaKTHKAa HAa MPUCTBHIUTE Ha OoyecTTa Mpu
MalUeHTH C JIMICAa Ha TepaneBTUYeH e(EeKT, HETOJEPAHTHOCT WM MPOTUBONOKA3aHUS 3a
IIPUJIOXKEHNE HAa HUCKU 103U Kosxuid, HCIIBa nnu rimokokopTukonu.

[IpenopbuBa ce npoabKaBaHe Ha aHTUUH(pIaMaTopHaTa MpoduIakTUKa MpU KIMHUYHU Oere3u
3a MpoAbJKaBalla 0OJECTHA aKTUBHOCT (Kato Hampumep | wnu moBede Todu npu QU3UKAIHO
U3cleIBaHe, CKOPOIIHA MOJarpo3Ha Kpu3a WM XPOHUYEH MOJarpo3eH apTpuT) W/UIH aKo
CEpyMHHUS ypaTeH TapreT BCe Olle He € JocTurHat. O0uara npoabKUTEIHOCT € Hali-MHOI'O:

6 Mecera

3 Mecema cieq IMOCTHUTaHE Ha CEpyMHHS ypaTeH TapreT Npu ManueHtd 0e3 Todu mpu
(U3UKATHOTO U3CIICIBaHE WU

6 Mecerna ciie]] MOCTUTaHe Ha CEPYMHHUSI YPaTeH TapreT, Korato uMa pe3opOiiust Ha U3BECTHU OT
MPEIUITHA U3CIIeABAHUS TODH.

JleyeHune Ha ocTpa MoAarpo3Ha Kpusa

Ilenta Ha JeUyeHUETO € paHHO U OBP30 OBNAASBAHE HA CTaBHATA KPH3a, KATO HE CHIIECTBYBA
€IMHEH CTaHJapT 3a jedyeHue. VMMa HIKOIKO IpEernopbKH 3a JICUEHUE Ha MOJArpo3Ha Kpusa U
HSKOJIKO KOHTPOJIUPAHU PaHJIOMU3HUPAHH MPYYBAHUA 32 OLIEHKA Ha e()UKACHOCTTa Ha OTACITHUTE
JIII. Tlo-romsimara yact oT m3rorBeHuTe oT ACR mpemopbku ca ¢ HUBO Ha J0Ka3aTeNCTBEHOCT
C. Cunnara 6onka, ChIIBTCTBAIA KpU3aTa, MOXKE Jla IPEMUHE B pPaAMKHUTE Ha HSIKOJIKO JHH, Oe3
npuinoxenue Ha JII1, HO € BB3MOXKHO U J]a C€ MPOTPAXHUPA B MPOIBIIKEHUE HA CEAMULIH.

®apMaKoJIOrHYHO JICYEHHE Ha OCTPUTE KPU3HU.

@®apMaKoJIOrMYHOTO JIeyeHHe TpsiOBa Ja ObJie 3alOYHATO Mpe3 IbPBHUTE HIKOJIKO 4Yaca OT

HAYaJ0TO Ha KpU3aTa, 3a IOCTUTaHe Ha ONTUMAaJeH e(eKT.

[Tposexmanara papmakonoruyna YIIT ne TpsiOBa 1a ce ciupa 1o Bpeme Ha mojiarpo3Ha
kpusa. YIIT He ce 3amoyBa 1o BpeMe Ha Kpu3a U HE Ce CIupa Mo BpeMe Ha Kpu3a. Bb3MoxkHO €
Ja ce HaOJII0/1aBa 3aTerHaTo NpoTHYaHe Ha KpHU3aTa MpHu ynorpeda Ha aloImypHHOI.

Ouenka Ha Te:KeCTTa Ha MPUCTHIIA

[Tpu nexo 10 ymepeHo m3pazeHa 0oJika U MPH 3acsAraHe Ha eHa WM HIKOJIKO MaJKU CTaBH WU
Ha €IHa WM JBE TOJeMU CTaBH, € mokazana monorepanus ¢ HCIIBna, cucremuau 'K wumm
KOJIXHIIWH.

[Ipu cuiiHO M3pa3zeHa OoJka, PH MOTHAPTUKYIAPHO 3acsTaHe WM MPU OOXBallaHE Ha MHOTO
TOJIEMHU CTaBH, € HEOOXOAMMO MPUTIOKEHHETO Ha KomOuHarus ot JIIT.

[Tocturnat e koHcencyc 3a tosa, ue¢ HCIIBa, koaxuuun u I'K (BpTpecTaBHO, epopaiHo UM
MYCKYJIHO TPHJIOKEHHE) ca €JHAKBO €(QEKTUBHM 3a JICUEHHWETO Ha OCTPUTE MPHUCTBHIU Ha
nojarpa U u300pbT Ha Tepamus TpsAOBa Aa € cboOpa3eH C MHAMBHUIYaIHHUTE NMOTPEOHOCTU HA
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nanueHTuTe u npoduia Ha 6e3omnacHoct Ha JIII. Benpeku de, mapaneramos He ce nmpenopbuBa
KaTo MMbpBa JIMHUA, MOKE J1a ObJie OT IM0J13a KaTo AOM'BJIHUTEJICH aHAJITeTHK.

[IpoBeneHn ca MHOXXECTBO MpPOYYBAaHUS 3a OLIEHKa Ha edekTa OT Tepanuara Ha OCTpUTE
npuctbniu Ha nogarpa (21 ¢ HCIIBn, ner ¢ I'K, ABe ¢ KOJIXUIMH W €QHO C KaHAKHMHYyMal).
[TosnydyeHnuTe pe3ynratu NmoKa3Bar, 4e HUCKUTE 103U KOJIXUIMH (oOma no3a 1.8 mg 3a 24 yaca)
ca no-e()eKTUBHU B CpaBHEHUE C TUIaled0 U ca ChIIO TOIKOBA €()EKTUBHU, KOJIKOTO U BUCOKUTE
no3u (obmra 103a 4.8 mg), HO ca ChC 3HAYUTEIIHO MO-100Bp MPoQuI Ha 6€301aCHOCT.

IIpuIoxeHNETO Ha KOJIXUIMH € ITOJIXOJISIIA IThbPBa JUHUS Ha TEpanus IPH OCTHP IPHUCTHI, HO B

PaMKUTC Ha ITIbPBUTC 36 yaca CJIc Ha4YaJIOTO HA CMMIITOMATHKATA, ITPHU YCJIIOBHEC, Y€ MAIIMCHTHT

He e nmpoBexaai npoduwiaktuyuo geuenue ¢ To3u JIII npes nocaequure 14 nHu.

N3mon3ea ce HatoBapmamia a03a ot 1.2 mg, mociensana ot 0.6 mg cien enun yac. Cnex 12-
usl 4ac ce npuiiara go3a ot 0.6 mg eiH WK JIBa IbTH JTHEBHO, JIOKATO HE CE OBAJIAJICE HAIIBIIHO
Kpu3ata. TepaneBTHYHATA IIUPUHA HA KOJXHUIUH € JI0 6 mg//ieH, a TOKCUYHAaTa — Hall 6 mg/ieH,
HO JIapysi MOXKE J1a CE MOSIBH U TIPH JI03U 107 6 mg/IeH.

[Ipu GomHU, mpoBeXaaNK MPOPUIAKTUYHO JICYCHUE C KOJXUIMH Ipe3 nocienuure 14 mHu, e
HeoOxonumo TepanusTa fa ce nmposene ¢ apyru JIIT — HCIIBx umu T'K.

Hsama xateropuynu pokaszatesncTBa OoT cpaBHUTENHHU mpoyuBaHus Mexay HCIIBa u mane6o.
Huto emno HCIIBn (xonBeHmmonanHo wuiu cenektuBeH COX-2 uuxuOutop) HE € cC Io-
100Bp €EeKT OT OCTAHAIIUTE.

3a neueHue Ha ocTpa OOJIKa M/UIIM MOAArpo3Ha KpH3a ce MpernopbyBa U3MO0I3BAHETO HA MIbJIHATA,
onobpena ot FDA unu EMA, antuuH(iamaropHa/aHaareTH4Ha /103a.

Onobpenu 3a iedeHneTo Ha octpa nojaarpa oT FDA ca HanpokceH, HHIAOMETAIUH U CYJIHHAAK.
Hpyru HCIIBn B aHanreTMyHW M aHTHUMH(IAMAaTOpHU 103U obOadye MoraT jAa ObAaT ChIIO
TonkoBa epexkTuBHU. 3a COX-2 UHXMOUTOpHUTE, KATO TEPAaleBTUUYEH BapUaHT MpPU MALUEHTH C
racTPOMHTECTUHAIHU NPOTUBOINOKA3aHUs WM ¢ HenmoHocuMmocT kbM HCIIB1n, myOnukyBaHuTe
PaHIOMU3UPAHU KOHTPOJHUPAHU IPOYYBAHHS MOJAKPENAT e(UKACHOCTTa Ha ETOPHUKOKCHO H
mymupakokcu0. Te3u arentu obaue He ca paspemienu 3a ynorpeda B CAILl, a mymupakokcu6d e
M3TETJICH OT yIoTpeda B HAKOH bP)KaBU TIOPAIN XENaTOTOKCUYHOCT.

[Ipe3s mocneauure roaunu penuna kiaacose HCIIBn mperwpmsixa eBomonms. I[losBuxa ce
HCIIB1 ¢ no-masiko cTpaHMYHH €()eKTH U ¢ 100pH KIMHUYHH Pe3yTaTH.

CuCcTeMHO W HHTPAapTHKYJApHO  NPWIOKEHHE Ha  IIIKOKOPTHKOMAU H
ajeHokopTuKoTponeH xopmoH (ACTH).

Tpu ot uzcneaanusTa onpenenst cucremuute I'K 3a Tonkosa edexruBnu, koiaxoro u HCIIBa u
¢ nogobeH mpodun Ha Oe3zomacHocT. Hsma mpoyuBaHuHs, KOMTO Ja OLIEHABAT IpHEMa Ha
mapareTaMoll WM BBTPECTaBHOTO TpwiokeHne Ha ['K 3a yledeHne Ha OCTpUTE MPUCTHIN Ha
nojiarpa.
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IIpu u36opa nHa I'K kato HauamHa Tepamusi IbpBO TpsiOBa Ja ce OLIEHU OpOST HA CTaBUTE C
aKTUBEH apTpUT. AKO ca 3acerHaTd eJHa WIM JBE CTaBH, € YJauHO IMEepOPaTHOTO UM
MPWIOXKEHUE; MpU OOXBaljaHe OT MATOJOTHYHUSA NPOIEC HA e€IHAa WM ABe rojemu craBu, 'K
MOTar Jia ce MPUJIoKaT HHTPAAPTUKYIIAPHO.

IIpn BBTpecTtaBHOTO HHKekTMpaHe Ha I'K ngoszara uM ce ompenens OT TOJEMHHATa Ha
3acerHaraTra CTaBa WJIM CTaBH, KaTo TO3HM IOJXOJ ce KoMOuHHpa ¢ mepopaneH mnpueM Ha 'K,
HCIIB1 uiu KOJIXULMH.

Koraro WHTpaapTHKyJIapHOTO NPUIOKEHHE HE € YyJa4HO — IMOJIMAPTHKYJIApHO 3acsAraHe,
MPEANOYNTaHNE HA TMAIMEHTa WJIU KOraTO Ta3u MaHUITyJallMs HE € BCEKHIHEBHA MpPaKTHKA 3a
JaJeHus CIEUATUCT - c¢ mpernopbuBa mepopainuar npuem Ha 'K — prednison wim
prednisolone B nauanna no3a ot moune 0.5 mg/kg/nen 3a 5-10 quu, ¢ mOC/IEABAIIO CIIUpAHE HA
JIEYEHHUETO.

Bw3morkeH e u antepraruBeH npuem Ha ['K - mbiaHa no03a 3a 2-5 1HU, ¢ TOCTENIEHHO HAMAaJIsIBaHEe
Ha jo03ata 3a 7-10 1HM 1 IpekpaTsBaHe Ha JICYCHUETO.

[Mapenrepanno npunoxenue Ha methylprednisolone B no3a 0.5-2 mg/kg Biu3a B choOpakeHue
[pH MAIMEHTHTE, KOMTO HE MOTAT JIa IPUEMAT [IePOPAITHO JIEKapCTBATA.

B takuBa cirydau e Bb3MOXKHO U MOJK0XkHOTO MHkekTupane Ha ACTH B no3a 25-40 IU, xoeto e
crapa npaktuka. [Ipu HeooxomumocT Tezu JIII morar ma ObaaT MPUIIOKEHU MOBTOPHO, KAaTo
CIICABAIIIMTE JO3M CE OTMPEAETAT Ha 06azara Ha MbPBOHAYATHO IOCTUTHATHS TEpaneBTHUCH €(eKT.

Bce ome HsAMa KOHCEHCYC 3a MHTPAMyCKYJHOTO MHXKEKTHpPaHE Ha KETOpoJjaK WIn
TPUAMIIMHOJIOH IIPU XOpa ¢ OCThP MPUCTHII HA [TOJIarpa U C HEBb3MOXKHOCT 3a npuem Ha JIII npe3
ycraTa.

Havyanna koMOuHMpaHa Tepanus

3a manueHTH ¢ Texka nogarpo3Ha kpusa ( BAC > 7) u mauueHTu ¢ OCThp MOJMAPTPUT WIH
3acsraHe Ha I0BeYe OT €/IHA roJisiMa CTaBa Ce IPENOopbYBa HAYAIIHOTO €HOBPEMEHHO IIPUJIaraHe
Ha JBe OT (hapMaKOJIOrMUYHUTE BB3MOXKHOCTH, MpenopbuyaHu no-rope. Karo moxe npa ce
M3MO0I3BaT IBbJIHU JI03U WM, aKO € TI0-yJayHO, ITbJIHA /1032 HA €IMHUA U IpodUIaKTHYHA J03a Ha
npyrust arent. Haii-Beue ce uma nipeaBu KoMOMHUPaHO u3noia3Bane Ha kKoJaxuuuH u HCIIBa,
nepopaJiex ['K u koaxuuuH uiM uHTpaaptTukyaapen 'K ¢ Bceku eaus ot 1pyrure BapuaHTH.
He ce oOcbxna komOuaupanara ynotped6a nHa HCIIBn u cucremun KC, mopaau onaceHust ot
CHHEPTUYHUTE UM TOKCHYHM epexTu Bbpxy [ UT.

Ouemca Ha 0TTOBOpA KbM JICYCHUETO

[Ipu GmarompusiTeH OTrOBOp KbM TepalusTa clie[Ballara CThIIKa € oOyueHHe Ha MalueHTa |
OIICHKa Ha He0OXOoAMMOCTTa OT mpoBexaane Ha YIIT.

HpI/I HE3aJOBOJIUTCIICH OTT'OBOP KBM JICUCHUCTO, € HCO6XOJII/IM3. IIpoMsAHa Ha q)apMalconoquaTa
TCpalusd, MNPHUIIOKCHUC Ha KOM6I/IHaL[I/I$I OT JICKApCTBCHU MNPOAYKTH, a IIPpU JHAIICAa Ha
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6HaFOHpI/I5[TeH TEPANICBTUYCH e(beKT — HU3II0JI3BAHC N Ha .HH, KOHUTO BCC OILIEC HE Ca O,Z[O6peHI/I 3a
IIPUIIOKCHUC.

HeanexBaTHUST OTTOBOp Ha OCTPHs MPUCTHII HA mMojarpa KbM (hapMakoioTHYHATa Tepamus ce
neduHupa Ha Oa3ara Ha CIeIHHUTE KpuTepuu: mojgodpenue ot < 20% mo ckajaTa 3a OIleHKa Ha
Oonkara B paMKWTe Ha 24 dyaca clie]] Ha4ajJoTO Ha TepanuaTra WiIM IMOJOoOpeHHE Ha TO3HU
nokazaten ¢ < 50% cnen 24-ust yac oT cTapTa Ha JICUSHUETO.

B TakuBa ciydam TpsOBa Ja ce OLIEHH BB3MOXKHOCTTA 3a IPEIIHO IOCTaBeHa jauarnosa. Ilpu
CIly4auTe C OCThP MPUCTHII HA Mmojarpa, pedpakrepeH crpsAamMo ocraHanute usnon3sanu JII1, ou
MOIJIO J1a Ce MNPHIOKH HHXHOuTOp Ha mHTepieBkuH-1 [IL-1] karo canakinumab (150 mg
MTOKOKHO).

Canakinumab ¢ dvoBemko IgG1l/K MOHOKJIOHAJIHO AHTUTSIIO, HACOYEHO CPEIly YOBCLIKHSI
untepneBkuH-1 6eta (IL-1 6era). Kanakunymal ce cBbp3Ba ¢ BUCOK ahUHUTET CIeIU(PUIHO KbM
yoemkus IL-1 OGera wu HeyTpanuszupa OuolorMyHaTa My aKTUBHOCT, OJIOKMpaliku
B3aumoJeiicteuero My ¢ IL-1 perientopure, Kato 1Mo TO3M HAYMH MPEAOTBPATIBA UHAYIIUPAHATA
ot IL-1 Oera reHHa aKkTMBalUs U NPOAYKLIMATA HA MEIMATOpU Ha Bb3naieHuero. [lokazan e 3a
CUMITOMATHYHO JICUCHUE TIPU BB3PACTHU MAIMCHTH C YECTH MPHUCTHIH HA MOJATPO3CH apTPUT
(mone 3 mpucThna npe3 u3MuHaIUTe 12 Mecemna), mpu kouto JieueHuero ¢ HCIIBa u konxuiuH e
MPOTHBOIIOKA3aHO, HE C€ Toyiepupa A0Ope WM HE BOAM IO 33J0BOJUTEICH TEpareBTUYCH
OTTOBOp M TPH KOHWTO € HEMOAXOMIAIIO IPOBEXKIAHETO Ha MOBTOPHU KOPTUKOCTEPOWIHU
KypcoBe. [Ipmmara ce Ha BCEKM OCEeM CEIMHUIM KaTO €IHOKpaTHAa J/03a 4pe3 MOJKOKHA
WHKEKITHUSI.
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I'1aBa mecra

JAEI'EHEPATUBHU CTABHU 3ABOJISIBAHUA

OcreoapTpo3sa

Octeoaprpo3ata (OA) € XpOHUYHO HEBB3MAIUTEITHO 3a00JIsIBAHE HA CTaBUTE, B OCHOBaTa Ha
KOETO CTOM ITbpBMYHATA JET€HEpalus U JECTPYKIHUs Ha CTaBHHUS XPYIIsUl C IMOCieaBala
nponudepanus Ha  KocTHaTa ThKaH  (octeodutH, CyOXOHIpamHa  OCTEOCKIIEpPO3a).
Bo3nanuTtennure M3MeHEHUs Ha CHHOBHAIHATa MeMOpaHa M Ha OKOJIOCTAaBHUTE THKaHM HUMaT
BTOPUYEH XapakTep.

OcTteoaptposaTa e Hail-uecToTo cTaBHO 3a0onsBane. 3acsira 12-15% ot HaceneHuero Ha 3eMsAra.
CwcraBnsBa okosio 50 % oT Bcuuku peBMatuyHu OonecTH. [IposiBsiBa ce riiaBHO BBB BTOpaTa
[I0JIOBMHA Ha KMBOTa. OTHOCUTEIHMST JsU1 Ha TOBa 3a00JIsiBaHE Il€ HapacTBa B ObJelle, Thi
KaTo ChbBpPEMEHHATa TEHJICHIMS € Ja Ce yBelnyaBa OposT Ha XopaTa B HalpeaHajla Bb3pacT B
oOmata BB3pacToBa CTPYKTypa Ha HaceneHuero. Ta3m OosecT He 3acTpaliaBa >KUBOTA H
IBJITOJIETUETO, HO B CHILIOTO BPEME HE MO3BOJISIBA J]a CE€ BOJM HOPMAJIEH U II'BJIHOLEHEH KHUBOT.
OcTteoapTpo3aTa € BayKeH 3paBHO-COIMANICH MPOOJIeM, KOETO MPOU3THYA Hali-Beye OT BUCOKATa
it yectora. Ukonomuueckute pazxonau 3a 6omaute ¢ OA ca okojo 30 mbTH MO —TOJEMH OT TE3H
3a OOTHUTE C PEBMATOUICH apTPUT.

Haii-BakHa eTnonoruyHa poisi 3a pa3BUTHE HA OCTE0apTPO3aTa UrpasiT TeHeTUYHATA
MIPEIMUCIIO3UINS M MEXaHUYHOTO IIpeTOBapBaHe Ha cTaBuTe. [IpuunHHN (hakTopH ca u

BB3paCTTa,  HAMHOPMEHOTO  TEMJIO, CHJAOKPUHHU W  METAa0OMUTHH  HapYIICHHS,
MPEAMISCTBYBAI  BB3MAJIMUTEITHH  CTaBHU  3a00JIIBaHWS, BPOJACHH W  NPUAOOUTH
MaopMaIi Ha CTaBUTE, OCTPU M XPOHUYHH TPABMHU.

CHbBpEeMEeHHO JIeYeHHe HA apTPo3HAaTa 00J1ecT
OcHoBHUTE 1IeJIM HA JeueHueTo Ha ooauure ¢ OA ca ciaexnure:

e Jla ce oOmex4aT OOJIKUTE ¥ CKOBAHOCTTA.
e Jla ce oBiaziee ChIIBTCTBALIUAT CHHOBUT (aKO TaKbB € HAJIUIIE).
e Jla ce mogoOpw QpyHKIMSITA HAa 3aCETHATHTE CTaBH, PECIl. © Ka4eCTBOTO HA JKUBOT HA
OOJTHHTE.
e Jla ce mpemoTBpaTd WM 3a0aBU TPOTPECHUPAHETO Ha JAETEHEPATUBHHUS IMPOIEC B
CTaBHUS XPYIIST
JleuenueTo Ha OOJHHUTE C OCTEOAPTPO3a M3MCKBA KOMILJIEKCHA TEpareBTUYHA Mporpama, KosiTo
BKJTFOYBA!
e 001U MEPKH, KOPEKIIUs Ha BPeIHUTE (GaKTOpU M OTOpEeMEHsBaHE Ha CTABHTE. .
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¢ (papMaKoJIOrMYHO JIeYeHHE: CUMIITOMATUYHO U OAa3MCHO, OOIIO U JIOKAIHO.

® OIICPAaTUBHO JICUCHUC — AapTPOCKOIIHWA, CHHOBCKTOMHH, KOpUTHpAIlHU OIICpalnu,

CHOOIIPOTE3UPAHE.

e (husnorepanus u GaIHEOICUCHHUE.

Crtparerusi Ha TepanusATa
1. Opannu aHanTeTUIN

a.

HapaueTaMon nOU MeTaMH30J1

2. JlokanHo jeyeHue

a.

b.

Jlokaman HCIIBa B pombiaHeHHWE KbM OCHOBHATa Tepamws, 3a oOJieKuaBaHE Ha
Ooskara, ocoO0eHo pu 00JIKa B KOJIEHATA WIIH PBIIETE.
JlokaimHO capsaicin B JIOIIBJIHCHWE KbM OCHOBHATa Tepamus, 3a O0JICKYaBaHE Ha
Oonkara, oco0eHo pu 00JIKa B KOJIEHATa WU PBIIETE.

3. HCIIBn u Bucoko cenektuBan COX-2 waxubOutopu ( B KOMOMHAIMS C UHXHOUTOpP HA

IIPOTOHHTA [TOMIIA)

a.

b.

Koraro opannuTte aHaiareTuu WM JIOKAIHOTO JieYeHHWE ca HeedEeKTUBHU, TO
morar ga Obpgar 3amecteHnn ¢ HCIIBn wmmu Bucoko cemexkruBen COX-2
HHXUOUTOP.

Koraro opannute aHaiareTuid WM JIOKAIHOTO JieYeHHWE ca HeedEeKTUBHU, TO
MOXe fa ce momucid 3a godassaHe Ha HCIIBa unm Bucoko cemekrusen COX-2
WHXUOUTOP.

HCIIBn unu Bucoko cenektuBeH COX-2 uHXuOUTOp TpssOBa 1a ce M3IOJI3BAT B
Hali-HHCKaTa e(eKTUBHA /1032 U 3a Hal-KPaTKO BE3MOXKHO BpEME.

Koraro ce npennucar HCIIBa wnm Bucoko cenektuBeH COX-2 umuHxuOuTop,
JEKapcTBO Ha MBPBU H300p TpsibBa na e cranaaptHo HCIIBn wmm Bucoko
cenexktuBeH COX-2 nunxubutop. TpsbBa na ce u3dbepe Hall-€BTUHOTO BBH3MOXKHO
JIEKapCTBO.

Benukn HCIIBn u COX-2 uHXMOMTOpPHM HpoOsIBSBAT aHANTreTH4eH e(eKkT B
CpaBHMMa CTEMEH, HO C€ XapaKTepHU3HpaT C pa3iMyueH MOTEHIUaJl Ha racTpo-
WHTECTHHAJIHA, YEpPHOApOOHa, KapAuo-BacKyjJapHa M pEHaJHa TOKCHUYHOCT.
N360pbT Ha JekapcTBEH MNPOAYKT MW Jo3aTa TpsOBa 1a ce Oa3upar Ha
WHIUBUAYJITHUTE XapaKTEPUCTUKU Ha MAIMEeHTa, PUCKOBH (PaKTOPH, BKIIOYUTEITHO
BB3pacTTa. [laruenTture TpsiOBa perynsapHo 1a 6b1aT MOHUTOPUPAHHU.

AKO TamnMeHTa Beue € Ha Tepamus ¢ HHUCKH JO3HM aspirin, TO MEAWIIMHCKHS
CHeIHaNuCT TpsAOBa na oOmwucnu mpueM Ha aHanretunu BMmecto HCIIBn wmm
COX-2 uHXuOUTOpH.

4. UnTpa-apTUKynapHO JeUYeHUe

a.

Koptukoctepouu MHKEKTUPAaHU MHTPAapTUKYJIApHO MoraT Ja ce JA00aBAT KbM
OCHOBHATa Teparnwus, pu MalMeHTH C OCTEOAPTPUT U TEKKa OOJIKa.

5. XupypruuHo JieueHue
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DapMaKoJOrH4HA Tepanus
e AHAJITETHIIMTE Ca JIGKApCTBa Ha IbPBH M300p 3a TOBIHMSIBaHE Ha apTpo3HaTa OOJKa.
[Iupoko npusoxenre Hamupart npenapature Metamizolum u Paracetamol .
e HCIIBa1 npurexaBaT MNpPOTUBOBB3MAIUTENECH, aHAJIT€TUYEH, AHTUIIUPETUYEH U
anTHarperanted edexr. Te ca MOAXOIAIIM 3a CUMITOMATUYHO JieyeHHEe Ha O6onHuTe ¢ OA.
[ToBnusiBat cTaBHaTta 00JIKa U OTOK, CKOBAaHOCTTA, KaKTO U (PYHKIIMOHAIHUS KamaluTeT Ha
3aCerHaTUTe CTaBH, T.C. IOCTUra CE€ 3HAYMTEIHO MOJOO0pEHUE B KIMHUYHOTO CHCTOSIHHE Ha
6omnnute. TpsiOBa 1a ce cna3Ba MPaBWIOTO TEpamusTa 1a 3alo4yBa ¢ Ha3HAYaBaHETO Ha TO-
neku u otHocutenHo OesornacHun HCIIBn m mocreneHHO Ja ce mpeMUHaBa KbM IO-CHIIHH,
aKo MbpBUTE HE ca aanu epekT. Jlekapsar TpsaOBa 1a mpeAnucBa OHE3! OT TAX, KOMTO IMO3HABa
Haii-mo0pe.
[Ipu neuenuero Ha OA Haii-uecto ce uznonspat cieanure HCIIB:
e diclofenac
e piroxicam, tenoxicam
e naproxen, ibuprofen, ketoprofen, dexketoprofen
JleBeTneceTTe TOAUMHM HAa MUHAIMIT BeK Oemie paspaboreHa HoBa reHepauuss HCIIBxa -
CEeNEeKTUBHU IHKIOOKcuTreHazHu uaxuoutopn (COX 2-uaxubutopu). COX 2-uHXHOHTOpPHUTE
(celecoxib, parecoxib, etoricoxib) mokassar TepamneBTHuHaTa €()EKTUBHOCT, KOATO € CXOJHA C
Ta3u Ha Hal-mmpoko u3noasBanute HCIIBa. TsSxHOTO mpeauMcTBO €, 4e ce MOHAcsIT J100pe u
BOJIAT /IO 3HAYUTEITHO MO-MaJIKO CTPAHWYHU €(PEeKTH OT CTpaHa Ha CTOMAIIHO-YPEBHUS TPAKT H
ObOpenMTe, HO TAXHATA KapAMOBACKylIapaH TOKCHYHOCT OrpaHuvaBa ymnoTpebata um. Ha
HALIMAT Ma3ap ce npejaiarat npenapature celecoxib, etoricoxib m parecoxib.
IIpes 2011 r. ¢ ornen noBUILIEHATa YECTOTA HA HEXKEJIAHU JIEKAPCTBEHU PEAKLMU OT CTpaHa Ha
4yepHus ApoO, Oellie mpeMaxHaTa HHANKALKUITA 32 JIeueHne Ha apTpo3Ha 6oska ¢ Nimesudid.
e Onuouanu a”aareruuu. [Ipu nepcucTHpaiiy, CUJIHM M HENOBIMBAIIU ce OOJKU ce
Hajara JIeYeHUE C ONMHUOMJHM AaHAJITE€TUIH, MPUIOKEHH B HUCKU JO3M M KpaTKH JIe4yeOHU
kypcose . [IpunoxeHue Hamupart mpenaparute oXycodone u tramadol.
e [VIIOKOKOPTHKOMIM 32 JIOKAJHO NpUiokeHHe. BbwrpecraBHoTO neyenue ¢ 'K nmenn
MOBJIMSIBAHE HA MOAJEXKAIIUS CHHOBHUT, XOHJPUT, OCTEUT, KAKTO M HAa OKOJIOCTaBHUTE
ThKaHHU yBpeau. [IpeOnokpucranuute 'K ca moaxopsmm 3a mepucTaBHU WHOUITpAIUN
(MHCEpPLUMOHUTH, OYPCUTH, JIMTAMEHTUTH), KaKTO W B IMO-JICKUTE CIy4ad Ha aKTHBHUPaHA
ocreoaptpo3a. Enpoxpucranuute 'K ce mpuiarat ctporo BbTPECTaBHO U LIEAT MOBIHSBAHE
Ha oco0eHO ymopuT cuHOBMT. Hail-uecto ToBa jeueHue ce mpujara B KOJSHHaTa CTaBa.
WmxekTupaneTro Ha Ta3obeqpeHaTa cTaBa HE ce IMpenopbuBa . M3moa3BaT ce mpenapaTuTe
betamethasone, methylprednisolone u np. He Tpsi06Ba na ce m3BBpHIBAT MOBEYE OT TPH
MHXXEKIMY B €/1Ha CTaBa FOJULIHO.
e Muopenakcantu (baclofen, tolperisone). Muopenakcanture ¢ nentpaino (Baclofen) u
nepudepro (Tolperisone) neiicTBue ca BaKHH BBHB BCHUKH CIydaW KOraTO UMame HaJHIIe
MYCKYJIEH cra3bM. Te BIu3aT Mo-psaKo B choOpaXkeHHe B 00laTa TeparneBTUYHA Iporpama
pu OA.
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e ba3ucrHu cpencrBa 3a JeueHne Ha apTPo3HaTA 00s1ecT ( XOHAPONPOTEKTOPH )

I'moko3amMuH cyagar M XOHAPOMTHH cyJjadaTr u3MN0I3BaT CE CaMOCTOSATENIHO M KaTo
KOMOWHUpaHU TpenapaTH. TexHuTe e(ekTn ca CBbp3aHM C TMOA0OpeHa CHHTE3a Ha
[IIOKO3aMUHOIJIMKaHU, IPOTEOIVIMKAaHU U KOJIAr€H OT XOHAPOLMTUTE , UHXUOMpPAaHE Ha HAKOU
pasrpaxkaaiiy Xpylsia €H3WMH, peayuupaHe Ha OonkaTa M MoJoOpsiBaHE Ha CTaBHATa
MOJIBIKHOCT, KakTO M peaylUpaHe Ha BB3MAJICHUETO MpH aKTHBHpaHa apTpo3a. BaxHo e
MalUeHTHT J1a IpreMa JocTaThuHa JHEBHA /1032 oT 1500 mg riroko3amuH cyndat, kakto u 800
mg/an xonapoutun cyndar. [IpoabxuTenHocTTa Ha JeuyeOHHs Kypc € 3 Mmecela, JBa II'bTH
TOJUIIIHO.
HeocanyHsieMn eKCTpPakTH OT AaBOKag0 M COsl [pUHAJJIEXaT KbM TIpynaTa Ha
XOH/IPOTIPOTEKTOPHUTE, HO CHUIO TaKa MpHUTEKaBaT U cuMnToMaTwueH edekrt. Cumra ce, ye
CTUMYJIMpAT CHUHTE3a Ha eKCTpalelyJapHus MaTpuKC Ha CbhEIMHMUTENHATa TbKAaH U
nponudepanuara Ha XOHIPOLUTHUTE, MOATHCKAT KOJIareHa3HaTa M IIMTOKMHOBA aKTHUBHOCT,
MOBJIMSIBAT CBBP3BAHETO HAa KOJIareHOBUTE (DUOPH, CTUMYIUpPAT pacTeKHUTE (akTopu Ha
ChEIMHUTEIIHOTbKAHHUTE M XPYLUUUTHH KJIeTKH. ToBa yrecHsBa 3apacTBaHETO Ha paHU U
nmonoOpsiBa  BH3CTAHOBSIBAHETO HA JIETCHEPATUBHO TMPOMEHEHHMTE CTaBHH  CTPYKTYpH.
[IpoBeneHuTe CpaBHUTENHHU, M1a1€00-KOHTPOJIUPAHU NPOYYBaHUs JOKa3BaT €(EeKTUBHOCTTA Ha
IIPOJYKTA MPHU OBJIAJsBaHE Ha KIMHUYHUTE MposiBM Ha OA (00iKa M CKOBAHOCT), 3aloy4Bailia B
Kpas Ha 1-Bus Mecel] OT Ha4aJloTo Ha JiedeHuero. [Ipunara ce no 1 xancysna IHEBHO IO BpeMe Ha
XpaHeHe B IPOABDKEHNE Ha 3 Mecelia.

o JlyopukanTu. To3u BuJ nekapcTBa, U3MOI3BaHU 3a JeueHuero Ha OA, ca ch3laJeHH Ha
0a3ata Ha xuasayponoBata kuceauHa (XK). Te momoOpsiBaT BUCKO30-€TACTHYHHUTE CBOWCTBA HA
CMHOBMAJIHaTa TEYHOCT. HaTuBHaTa XHalypoHOBAa KHCEIMHA HMa CPaBHUTEIHO KpaTbK
MOJIY’)KMBOT M TOpaJd Ta3u NpUYMHA C€ HW3IMOJI3BAT Pa3IU4YHU IPOU3BOJCTBEHH TEXHUKU 3a
yAbDKaBaHE Ha Bepurata M craOWiIM3upaHe Ha MoJsekynaTta. [lo oTHouleHHe Ha HEWHHA
MPOU3XOJ U TEXHOJIOTHS Ha U3BJIMYaHe ek3oreHHara XK ce cuHTe3npa upes:

® EeKCTpaklus OT METIHOB IPeOEH ¢ MOCIEABAI0 NPEYNCTBAHE;

e OunodepMeHTanus Ha OakTepuu, mpeauMHO Streptococcus zooepidermicus — merof,

OTJIMYABAIL CE€ C MO-MaJbK aJ€PreHEH MOTEeHIMAI.

BbB Bpb3Ka ¢ HAUMHUTE Ha CHHTE3a, XUATyPOHOBUTE KUCEIMHU MOTAT Jla ce KiIacu(puIHpar B
JIBE TPYIH:

e XwuamypoHaHH: J[BITOBEPIKHU MOJEKYIH OT NTHYM TPOU3XOJ WIM pe3yiTaT Ha
O6uodepMmeHTalus ¢ MoJieKyIHa Maca oonyaitno mexay 0.5 u 2.8 mDa.

e KpncrocaHo-cebp3anu (Cross-linked) xuamypoHaHu: XHaTypOHOBH MOJICKYJIH, XUMUYHO
MoauduIpaHn Ype3 KPbCTOCAHO-CBBP3BaHE, ChCTOAIIN CE OT TeyHa (as3a ¢ Mo-rosiMa
MoJieKyHa Maca (okoso 6 mDa) u conmaHa chcTaBKa ¢ HEOrpaHMYEHa MOJIEKYJIHa Maca,
(dopMupaHU Ype3 KPBCTOCAHO-CBBP3aHM BPB3KA MEXKIY BT BEPUTH XHATYPOHOBH
KHUCEJIHHHU.
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Brnpeku 4ye ot papmakonoruyHa rieHa Touka BCHUKH XMaTypOHOBU KHUCEJIMHU 32 BBTPECTABHO
IPUJIOKEHUE TNPEACTaBIsIBAT TOJEMU MOJIEKYJIH, 3a KIMHUYHATA IPAKTHKA I0-YAOOHO €
pa3fesiHeTO UM Ha TaKMBa C HUCKA, CpelHA U BUCOKA MOJIEKYJIHA Maca!
e  Hucka“ monekymnna maca — mexay 500 u 1000 KDa
o Cpenna“ monekynna maca — mexay 1000 u 2800 KDa
e ,Bucoka“ MonekynHa Maca — OTHacsl C€ Hali-4ecTO 3a KPbCTOCAHO-CBBbP3aHU MOJIEKYIIH,
YUATO MOJIEKYJIHA Maca € rno-sucoka ot 3 000 KDa

Kpbcrocano-cBbp3aHNUTE MOJIEKYIH Ca Ch3AaJCHH C IIe]l MOCTUTaHe Ha MPOAYKT C MOA0OpEHH
BHCKOENIACTUYHH CBOMCTBA M C MO-TOJSIMA YCTOHYMBOCT Ha JCHCTBUETO HA BBTPECTABHUTE
xuanyponuaaszu. [lpoydyBanus moka3BaT, uye BBTPECTABHUAT MOIY)KMBOT HAa XHAIypOHATHTE C
HUCKa MOJICKYJIHa Maca € eiBa 24 yaca, JOKaTo TO3M Ha KPBCTOCAHO-CBHP3AHHUTE MOJICKYJIH
MOJKE JIa IOCTUTHE HAKOJIKO THU M JIOPH CEMUIIH.

AKTyaqHUTE TIpeNopbKU H3THKBAT, Y€ ChILECTBYBAT JOKa3aTeJICTBa B IOAKpena Ha
epukacHocTTa Ha XK B JIedeHHETO Ha TOHApTPO3a KAKTO 3a HaMaJsBaHETO Ha OoJKaTa , Taka U
3a (PyHKIIMOHAIHOTO MoJo0peHue Ha nauueHTuTe. EQekThT UM ce xapakTepusupa cbC 3a0aBEHO
Hayajo, HO MO-IPOJIBJKUTEIIHO BPEMETPAaeHe, B CPABHEHUE C BBTPECTABHOTO MPHIIOKEHHE Ha
KOPTHUKOCTEPOU/IH.

ITpe3 2012 r. AmepukaHckusT kojex mo pesmaronorus (ACR) naBa ycioBHa mpenopbka 3a
M3IIOJI3BAHETO Ha XHANypoOHAaTH IMpH JICYEHHE Ha TOHApTPO3a, JOKAaTO He IMpernopbyuBa
nmkektupanero uM npu OA Ha ppkara. ACR u3pH4YHO He JaBa HACOKH 1O OTHOIIECHHE Ha
BbTpecTaBHUTE MHXKeKIMK ¢ XK mpu kokcapTpo3sa.

6. XupypruyHo JieyeHue. B KOMIUIEKCHHMS TepaneBTHYEH MNojaxoa mpu OomHute ¢ OA
ONpEAENIEHO MSCTO 3aeMa U XMpPYpruuHOTO JjeueHue. IIpoBexnmar ce aprpockomnus,
CMHOBEKTOMHUH, KOPUTHPAIIH ONEpalli, €HI0NPOTE3UPAHE.

7. Ou3uKaJIHO JedeHue U pexaduauranus. ChIIECTBEHO MSCTO NpH JiedyeHHeTo Ha OA
3aeMar (U3MKAIHUTE CpeACTBa. Te ce 00eIMHSABAT B CIIEIHUTE TPYIU:
v hU3HOTEpATIEeBTHYHH;
v/ KHHE3UTEePANICBTHYHH;
v/ KypOpPTHO-KJIMMaTHYHH.
M3non3Bar ce caMOCTOSTEIHO UM KOMOUHUPAHO.
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