Hanmonan€n cbBet 1o 1eHu U peuMOypcHrpaHe Ha JIEKapCTBEHUTE MPOTYKTH

IIpoexr

HAPEJIBA

32 U3MEHEHHUe U JonbJHeHre HA Hapenoa Nel4 ot 14 HoemBpu 2019 r. 3a npueMaHe Ha

(hapMaKo-TepaneBTHYHO PHKOBOACTBO M0 peBMaTojorust (oou. B JIB, 6p. 94
or 29.11.2019 r.)

§1. U3mens ce U ce AOMBJIBA IPUIIOKEHUETO KbM YIIEH €IMHCTBEH, KOETO ce MyOIHnKyBa
KaTO MPUTYpKa HA UHTEPHET CTpAHULAaTa HAa J[bpKaBEH BECTHUK.

3akiounTesIHa panopenda

§2. Hapenbara e npuera ¢ Pemenne na HanpionanHus chbBET MO IIEHH U peuMOypcupaHe
Ha JIEKQpCTBEHUTE MPOAYKTH, ChIVIACHO MPOTOKOI Ne .......... OT e r.
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Hpuﬂoafcenue KbM Uj1eH eOUHCHIBEH

OPAPMAKOTEPAIIEBTUYHO PBKOBOJACTBO
IHO PEBMATOJIOI'UA

BTOPO U3JIAHUE

Hactenwinte mpoMeHu B TepaneBTHYHATa CTpaTerusi NpU pEeBMaTHUYHHUTE OOJIECTH B
IIOCJICAHUTE BE TOJUHH, U3Pa3siBallld C€ IPEIUMHO C BKJIIFOYBAHETO HA HOBU MHAMKALMHU, MEPKU
3a 6€30IacTHOCT M J030BH PEKUMH HAJIOKUXA MPEe3UJIaBaHETO Ha ImyOnuKyBaHus mpe3 2017 T.
“@apmakoTepaneBTUYEH CIIPaBOYHUK N0 peBMaTojorus”’. KiMmHuyHaTta u 1uarHocTU4YHaTa 4act
OT CIIPAaBOYHUKA € HEIIPOMEHEHA MIOPAIH JINIICATA HA ChIIECTBEHN U3MEHEHHUS B Ta3U HACOKa.

PeBmaronorusita e pasien Ha MEQUIIMHATA, KOWTO C€ 3aHMMaBa C BCUYKU MEIUIIMTHCKU
aCTMeKTH Ha MYCKYJIO-CKENIETHUTE M CheIUHUTEIHOTHKAHHUTE 3a00JISIBaHMs, KOUTO BKIIFOUBAT
CUCTEeMHH 3a00JsiBAaHUS Ha CHEIWHUTENHATAa THhKaH, BB3MAJIUTETHH CTaBHU 3a00JsSBaHUSA,
OCTCOAPTPHUT, Fp’B6Ha‘~IHI/I HpO6J'ICMI/I, PEBMATU3BM Ha MCKHTC ThbKaHHW W PCTUOHATIHH 00JIKOBH
CHUHAPOMH, a CbIIO0 TaKa U HETPpAaBMAaTUYHU KOCTHU HAPYIICHU.

PeBmaTuunuTe 607€CTH UMAT OTPOMHO COITMAITHO-UKOHOMUYECKO 3HaueHue. Te ca Haii-
yecTaTa NMpUYMHA 3a XPOHMYHA OONKa M TeXKH (U3MdecKku yBpexaaHus. OcrteoapTposaTa €
YeTBbpTaTa Hali-4ecTo CcpelllaHa MPUYMHA 32 MHBAIUIU3AIIMS B CBETOBEH Marao.

3abenexka:

JleueHnueTo ¢ Hepa3pelIeHH 3a yoTpeda JIEKapCTBEHN MPOAYKTH CE€ M3BBPIIBA MIPU YCIOBHATA U 110 PEl,
onpenenenu ¢ Hapenda Ne 10 ot 17 noemBpu 2011 r. 3a yciaoBusiTa u pesa 3a JeueHHe C HEpa3pelleHn 3a
ynotpeOa B PeryGinka bbarapus nekapcTBeHH MPOAYKTH, KaKTO M 32 YCIOBUSATA U pelia 3a BKIIIOYBAHE,
MIPOMEHH, N3KIIOYBaHE U IOCTABKA Ha JIEKAPCTBEHH MPOAYKTH OT CIHCHKA MO WiI. 2664, an.2 ot 3akoHa 3a
JIEKapCTBEHUTE MPOAYKTH B XyMaHHaTa MeaunrHa (o6H. B 6p.95 ot 2.12. 201 1r., mom. /IB 6p.24 ot
12.03. 2013r.) Ha MUHHACTBPA Ha 3/[PaBEOINA3BaHETO.



Yact nbpBa
BB3NNAIUTE/THO-CTABHHU 3ABOJISIBAHUSA

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, YCTAHOBEHU OT Jiekap. Otuutat ce 14 Bb3MOXKHU
CTaBHM 30HU (BISICHO W BIISBO) - TIPOKCHMAlHM HHTepQalaHrealHd CTaBH,
MeTakapriodasaHrealHl CTaBU, KUTKA, JIAKBT, KOJSHO, TJI€3€H, MeTaTap3odanaHrearHu
CTaBH.

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

4. CumerpuueH apTpUT (€IHOBPEMEHHO 3acsiraHeé Ha €JHU 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 QakTop 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 npomenu. Hamuume Ha TUnMyHM 3a PA peHTreHOBM IpPOMEHHM NpU
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 €Tall, ONpeaenuxa
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HE00XO0IMMOCTTa OT Ch3JaBAaHETO Ha HOBU KPUTEPUHU 3a OTHU(DEepeHIHpaHe HA MAlUEHTUTE C
panen peBmatomneH aptput. [Ipe3 2010 rox. ca mpuetu Kiacu(DUKAIMOHHUTE KPUTEPUU Ha
ACR/EULAR, 3a mamuentd HewmsmbiBamy kputepunte Ha ACR ot 1987 r. Ilenra ¢ nma ce
OTIpeNIeNIAT Te3W MHAMBHUIM C PAaHHO CTaBHO BB3MaJieHHe, KouTo Omxme sekyBanu ¢ BITAPJL, 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 30HH, 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 OIUIAKBAHUS - IOBEUE MJIM MO-MajKo oT 6 ceamuiu: 0-1 T.

ITo kpurepunre or ACR 1987 r., 3a na ce mocraBu nuarHosara PA, e HeoOXomumo 1a ca
nposiBeHu moHe 4 ot 7-te kputepus. Te umar 91% uyBctButenHoct u 89% cnenuduynoct. [Ipes
2010 r. ACR/EULAR ny6nukyBa HOBU KPUTEpUU 3a OXapaKTEPU3MPAHETO HA IMAIUECHTUTE,
Henonagamu B Te3u oT ACR 1987 r. Te ca pa3nenenu B 4 rpynu, kato nuario3a PA moxe na ce
MOCTaBH MPH HaJIM4ue Ha cOop oT 6 Touku. Jlnarnosara paneH PA ce mpueMa npu HATHYUETO
Ha cOop > 6 T.

JIsnrocpoynara nporuosza Ha PA He e moOpa. Ha nmecerara rogmna oT HavanoTo Ha Oosectra
50% ot OonHHUTE ca ChC 3HAYUTEIIHO HamMayieHa (DYHKIIMOHAJIHa aKTMBHOCT, a Ha JBajieceTaTa
roguHa — 80%. CpeaHata IpOABIKUTETHOCT Ha KMBOTa Ha OOJHUTE € HamalieHa oT 3 70 18
roguHu. Hail-uectn mpuuuHM 3a cMBPT ca MHPEKIUH, ChpJIeYHU 3a0o0isBaHus, OenoapoOHa U
ObOpeuHa HeI0CTaThbYHOCT, CTOMAIIHO-YPEBHU YCIOKHEHUS.

II1. Iudepenunanna 1uarsosa

HNudepennmannata nuarno3a npu PA ce mpaBu ¢ peaunia 00j1ecTH, B KIMHHKATa Ha KOHWTO
CTaBHUAT CHHJPOM € BOJEII WJIM CE MPOsIBSBAa Ha OMNpEJENIeH eTan OT eBoyonusTa uM. Haii-
YecTO Ce Hajlara pasrpaHu4aBaHe OT CJIEeIHUTE 3200 sIBaHUs:

1. CeponeratuBHM CHOHIWIOAPTPUTH (Oonect Ha bextepeB, mcopHaTH4eH apTpPUT,
cuHIpoM Ha Reiter, apTpuT Npy BB3NATUTEIHN YPEBHU OOJIECTH).

2. ApTpUTH, CBBP3aHU C UHQEKIHs (CeNTHYEH apTPUT, PEaKTHUBEH apTPUT, 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 (mojaarpa, XoHAPOKaIIIMHO3a U JIp.)



5. Ocreoaptpo3a
6. Jlpyrm 3abonsBanus  (capkouzo3a, XemodwiHa ~aprpomarus, (GudbpomuanTus,
XEMOXPOMaTO03a, UHTEPMUTECHTHA XUPAPTPO3a, MMTMEHTCH BUJIOHOAYJIAPEH CHHOBHT H

zp.)

IV. Ctparerusi B Tepanusita Ha PA

1. Tepanus Ha akTuBeH PA c nen na ce mOCTUIHE peMUCHUS 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. Ilpu BB3pactHH nanueHTu ¢ PA, C-peakTHBEH NPOTEMH M aKTUBHOCTTAa Ha 3a00JISBAHETO
TpsiOBa €XKEMECeYHO J1a c€ MOHUTOPHPAT OT CHELMAIMCT, JOKATO HE C€ MOCTUIHE HaMalsiBaHe
aKTUBHOCTTA Ha 3a00JI1BaHETO U PEMHCHUSI.

IInpBoHaYaJIHA (hapMaKOJOTrHYHA 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 tepamus ¢ KBMAPJI monotepanus (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 nHa methotrexate, leflunomide wu
sulfasalazine, mpu c1a6o 10 NaTMHIPOMHO 3a00JISBaHE.
c. Jlo3arta Moxe J1a ce MOBHUIIIaBa 10 MAaKCUMAIIHO IIOHOCHMATA.

2. Jla ce oOMHUCIIM KpaTKO-BPEMEHHO MpHJIaraHe Ha KOPTHKOCTEPOMUIH (TEepOpajHo,
WHTPAMYCKYJHO UJIM UHTPAAPTUKYTIAPHO) MPHU cTapTHpaHe Ha Tepanus ¢ KbMAPJL.

3. Jlo6aBsine Ha BTOpo KBMAPIJI (mepopanxo 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

Ooepuoa OT BpEME.

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

€ HaJWIE HeaJIeKBaTeH KOHTPOJ Ha 00JIKaTa M CKOBAHOCTTA.
o HCIIBn ce mpeanmucBaT BBB BB3MOXXHO Hal-HHCKaTa €(QEKTHBHA J03a M 3a

BB3MOXHO Hal-KpaThK MEPHOJ] OT BPEME.

o [Jla ce umar mpenBUJ TEXHUTE HexenaHu JekapcTBeHH peakuuu (HJIP), xaro
racTpo-UHTEPCTUHANIHA,  KapJHO-BacKyjapHa, YEpHOApoOHa UM  pEHalHa
TOKCUYHOCT.

o IlauuenTture penoBHO na ce mpocuensasar 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 mpeanuine HHXUOUTOP Ha MpOTOHHATa momma (omeprazole u ap.) ako e
He00X0IUMO.

o Jla ce mMar mpenBuJ W HHIUBUIYATHUTE PUCKOBH (HaCTOpH, KaTO BB3pacT H
OpeMEHHOCT.

o0 AKo MaiueHTa ¢ HaJOKHUTEIHO Jla IIpUeMa HUCKHU JI03u aspirin, To tpsOBa na ce
OOMUCIST Ipyru TMHUK Tepanus npeau aa ce nodasst HCIIBn (+ nuaxuburop Ha
MPOTOHHATA T[IOMIIA), KOraTo KOHTpoJia Ha Oollkata H CKOBAaHOCTTa ca
HeaJIeKBaTHH.

V. JlekapcTBeHa Tepanusi
dapmakorepanus Ha PA BK/I0uBa:

» HecenexkruBau HECTCPOUIHU OPOTUBOBB3NAIUTCIIHU JICKapCTBa (Diclofenac,
Dexketoprofen) u COX-2 cenexrusnu - Etoricoxib, Celecoxib u np.
» T'moxokoprukocrepouu — Prednisolone, Methylprednisolone u ap.
» KonBeHnmonamHu 60ecT MoauQUIUpaIIy aHTHPEBMAaTOUIHU JiekapcTBa (K-BMAPJT) —
Methotrexate, Leflunomide, Hydroxychloroquine, Sulfasalazine.
» buonornunu 6onect MOIUPHUIMPAITN aHTUPEBMATOUIHHU JiekapcTBa (6-BMAPJI):
* TNFo unxuburopu — Infliximab, Etanercept, Adalimumab, Certolizumab pegol u
Golimumab
* aHTU-f KIeThYHA Tepanus - Rituximab
* MHXUOUTOpH Ha KO-cTUMynanusta Ha T-knerkute — Abatacept
* IL-6 penentopuu anTaronucty - Tocilizumab
* IL-1 peuenropuu antaronuctu — Anakinra

» Cenextusuu naxubutopu Ha JAK kunasu — Tofacitinib, Baricitinib u Upadacitinib

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

Jleuennero cbc K-BMAPJI TpsiOBa na 3amo4yHe BB3MOXKHO Hal-paHO cJell IOCTaBsiHE Ha
nuarHozata PA. 3a0aBsiHeTO Ha JIEYEHHMETO, HamalsiBa BB3MOXKHOCTTa C MOHOTEpamus Ja ce
MIOCTUTHE peMUcHs Tpu paHeH PA.

Ilenta Ha JIeYEeHHETO € MOCTUraHE HAa PEMHUCHUS WIM HUCKA CTENEH Ha OOJecTHa aKTHBHOCT.
Pemucusta € ocCHOBHa TepaneBTUYHA L€, 0coOeHo npu paHeH PA, nokaro Huckara OosecTHa
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 MPOAYKT OT MbpBa JUHUS Ha JieueOHaTa cTparerus. [Ipy KOHTpanHIMKauu
uiau HemoHocuMocT kKbM MTX, karto mbpBa jauHuUs TpsOBa ma ce umat npensua: leflunomide,
sulfasalazine miu HHXKEKIMOHHO 371aTO.

Ako menta He € TOCTHUTHaTa C WbpBoHavyanHO wu30Opanuss kKBMAPJI u nuncear mnommwm
MpOrHOCTUYHK (aKTopu, TpsAOBa Aa ce mpemuHe KbM JIpyro KBMAPJI wnu koMOuHamus ot
HskoIK0 KbBMAPIJIL. [Ipr HanuuueTo Ha JOMU MPOTHOCTUYHHU (DAKTOPH WM JUIICBA YCIEX OT
npenmecsamoro jeyenne ¢ KBMAPJI ce no0GaBs OMOJOTMYEH JIEKAPCTBEH MPOAYKT HIIH
TcBMAPJL

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

TapretHu cnenuduyHau OosiecTo MOAUGUIMPAINT aHTHUpPEeBMAaTHYHU JiekapcTBa (tsDMARDs,
TcBITAPJI), kouto uaxubmpar Jak (tofacitinib, baricitinib, upadacitinib).

[TaruenTUTe ¢ HEAOCTATHUEH OTIOBOP KBbM MBPBUS NPEANUCAH AHTULUTOKUHOB HHXUOUTOP
Tps6Ba na nomyyat npyr 0bMAPJI unu tcBMAPJL.

Anakinra e nmpenHa3HaueH 3a JICYCHHE MPU Bb3PACTHU HA MPU3HAIMTE U CUMIOTOMHUTE 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, KAaTO MPOTPECHs HA CTABHHUTE YBPEKIAHUS, KOMOPOUIHOCT U MPOQIIT
Ha JIeKapcTBeHa 0€301acHOCT.

BosnectHaTta akTUBHOCT ce OLieHsIBa ¢ moMoInrra Ha ciegunte naaekcn: DAS28, SDAI u CDAL.
IIpenopbkata Ha B/IP e B pyTuHHaTa npakTuka fa ce usnonzsa DAS28. 3a pemucus ce mpuemat
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 nexapcTBeHH cpeiacTBa ¢ 00€3007sBall, MNPOTUBOBB3MAIUTEICH U
anTunuperudeH edext. Te ca cxoanu Mo GpapMakoIOrHuHU CBOMCTBA, OMONIOTHYHA aKTUBHOCT U
MexaHnu3bpM Ha aeiictBue. COX2 MHXUOUTOPUTE UMAT TO-caba TOKCUYHOCT MO OTHOIICHUE Ha
ctomaxa u ayogeHyma. HCIIBJI BoasST A0 CMMITOMATUYHO TMOBJHsIBAaHE HA CTaBHaTa OOJKa,
CKOBaHOCTTA, OTOKa, (DYHKIIMOHATHUS KalaluTeT Ha OMIOPHO-IBUTATEIHU 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 JICHCHUCTO 3aBHCH OT AaKTHBHOCTTA Ha apTpuTa. Hpenop%qBaT ce
KpaTKOTpaﬁHH KypCOB€ KaTO C€ MMAT MPCABUA KapAUOUBACKYJIApHUA, TACTPOUMHTCCTUHAIHUA U
OBOpPEYHUS PHCK.

[Mlpu neuenmero Ha PA Haii-uectro ce wusnomsmar: 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) Iosa (mg) [poxsmxuTeTHOCT MakcrumanHa
Ha aeiicTBre (1) JIEHOHOIIIHA 1034
(mg)
Aspirin 25 2-3 500 - 1000 4-6 3000
Diclofenac 1-2 1-2 50 -100 8-12 150
Aceclofenac 1.25-3 4-4.3 100 12 200
Indometacin 45 5.8 25 -100 6-12 150
Ibuprofen 2-25 2 200 - 400 6-8 2400
Dexketoprofen 0.15-1 0.35-1.65 25 8 75
Ketoprofen 15 2 50 -100 6-12 200
Naproxen 15 13 250 - 1000 12 1250
Meloxicam 5-6 20 75-15 24 15
Piroxicam 3-5 30-60 10-20 24 20
Tenoxicam 2 72 20 12 40
Nifluril 2 4-5 400 8 1200
Nimesulide 25 3.2-6 100 12 200
Celecoxib 2-3 8-12 200 12 400
Etoricoxib 1 22 60-90 12 90

2. KouBeHUHOHATHH 00JiecT-MOAM(PUIUPALIA AHTHPEBMATHYHH JIEKAPCTBEHH MPOAYKTH
(x-BMAPJI)

Metotrexate (MTX) e cpenctBo Ha u360p npu 60mHU ¢ PA. IToHOCHMOCTTa KBbM 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/cenmMuaHO.

Leflunomide e antepraruBa Ha MTX. To3u npoIyKT € MHXUOUTOP HA MTUPUMUIUHOBHS CHHTE3.
Tpancdopmupa ce B akTHBHUS META0OJIUT MAIIOHOHUTPHIIAMH]T, KOWUTO OJIOKMpa aKTUBHOCTTA HA
TUXUAPOOpOTAT-IeXuaporeHasara. Jleaenuero ce 3anousa ¢ go3a 100 mg qHeBHO npe3 IbpBUTE
TPU JTHH, a ClieJ ToBa mpoabkaBa ¢ 20 mQg exenHeBHo. locneqnure roquHu He ce mpuiara
HaTOBapBalla J103a, a AUPEKTHO ce 3arnousa ¢ 20 Mg nHeBHO. EQexThT My HacThnBa cien 4-6
CEeJIMUIIH.

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



ceamunia 2 x 1000 mg nueBHo. Ilpu HemocTaThueH eekT g03aTa MOXKE Ja ObJie yBEIMYCHA Ha
3000 mg nueBHo. Cien MOCTUTaHE HA PEMHCHS HJIM HUCKA OOJIECTHA aKTUBHOCT JHEBHATA J103a
Moxe fa 0bae HamaneHa Ha 2000 mg uiau 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
Tonepupa 100pe u edeKxTa HacThlBa TNO-paHo. [IpOABIKUTENTHOCTTA HA JICUCHUETO ¢©
HEOIpEe/IeIICH.

Conu na 3namomo (Aurothioglucose, Sodium aurothiomalat, Sodium aurothiosulfate).
[TapentepaiHO mpuiIaraHUTE COJIM Ha 3JaToTo ca ainrepHatuBa Ha MTX. Bw3npuero e
JICYEHUETO C TMapeHTEepaJIHUTE IMpernapaTd Ja 3alo4yHe C Ha3HayaBaHE Ha HErojieMH, IPOOHH
no3u. [lpu mepBaTa MHXKEKIMS Ce BbBEXAa He moBeue oT 10 mg 3maro, cien ceamuia (mpu
yCJIOBHE Ha J00pa MOHOCHMOCT) J103aTa ce yBeludaBa Ha 25 mg, a oT 3-ta cenmuia (Ipu Jumca
Ha CTpPaHWYHM e(eKTH) ce Ha3zHayaBa CTaHAapTHAa ngo03a oT 50 mQg ceaMuyHO [0 OOmIA
komynatuBHa 1o3a 1500 — 2000 mg. Cnex ToBa ce mpoabipKaBa ¢ o UIbpKaa j103a ot 50 mg
Ha 2 cenMuId (3a 4 - 6 Mecera), a Mo-KbCHO J103aTa MOXe Ja ce Hamalid Ha 50 My exXeMecevyHo B
MPOABKEHUE HA TOAWHU. AKO Hsima mojoOpenue npu HampaBeHu 800 MQ 311aTOJICYEHHUTO 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 mpemnopbuBa
Ha3HayaBaHe Ha BUTaMuH B6 (mupumokcun) B mo3a 50-100 mg/24 daca ¥ MOJMBUTAMUHO3HU
n00aBKH, 0COOEHO MPU HAPYIIICHUE B XPAaHEHETO HAa OOJIHUTE.

Anmumanapunnu (chloroquine u hydroxychloroquine). Isnroroaumiaust onut Ha Kinuxukara
no pesmaronioruss B Codus e mokazan edekTuBHOCTTa M Oe30macHOCTTa Ha CJeaHaTta
TepaneBTUYHA CXeMa MPHU MallMeHTH ChC cpeliHa TesnecHa Maca: 2 x 1 tabnetka 20 - 30 qHu, cnex
koeto 1o 1 TabneTka Beuep. JledueHnero mpoabIKkaBa MECEIM ¥ TOJIMHU TIPU PEIOBEH KOHTPOIT 3
TOKCUYHHU TIposiBU. CaMOCTOsITENIHATA POJIS HA aHTUMAaJapUHHUTE JIEKapCTBa MPHU JICYCHUETO Ha
PA e manka. [To-uecto ce mpuiarat B komOuHanus ¢ MTX.

Azathioprine ce wu3moi3Ba Karo MMYHOCYIPECHUBEH aHTHMETAOOIHUT CaMOCTOSITEIHO WU B
KOMOMHAIMsI C JIpYrH JIEKQpCTBEHU MPOAYKTHU (Hal-4ecTO KOPTUKOCTEPOUAM) 3a MpOMsHA Ha
UMYHHHS OTTOBOp. TepamneBTUYHUAT OTTOBOP C€ MPOSBSBA CJIE HAKOJIKO CEJMHIIH JO HAKOJIKO
Mecela, KOeTo JaBa Bb3MOKHOCT Jla C€ HaMalld Jo03aTa Ha TiaroKokoptukouna. [Ipumara ce B
no3a 1.25-3 mg/kg/24 yaca npu nanueHTH ¢ peBMaTOUICH apTPHT.

Cyclophosphamide e ankwmupamny arent. Ilo-psimko ce wu3mon3Ba mnpu OonHHUTE C PA.
[IpenopbuBa ce nepopayieH mpueM B no3a 1-2 mg/kg 3a nenonomrue. [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. [IpemopbuBa ce MPHUI0KEHHETO 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 (OleHsABa ce cienq 6-12 ceaMuIM) W TIOHOCHMOCTTA.

MakcumarHara THEBHa J103a He TpssOBa Ja npesuinasa 5 mg/kg.

3. Buosiornynu 0OoJiecT-MOAM(PUIUPAIIM AHTHPEBMATHYHM JIEKAPCTBEHU NPOAYKTH (O-

BEMAPJI)

*  TNFa naxuduropun

infliximab — xuMepHO YOBEIIKO-MHUIIIE MOHOKJIOHAIIHO aHTHUTSIO OT KJIac
lgG1

etanercept — pementop 3a 4OBEIIKK TyMOp-HEeKpoTusupail (akrop, p75 Fc
(dhy31uOHEH IPOTEeHH

adalimumab — e pekOMOHMHAHTHO YOBEIIKO MOHOKJIOHAIIHO aHTUTSLIO
certolizumab pegol — mnermnmupan fab ¢parmMeHT OT XyMaHU3UPAHO
PEKOMOMHAHTHO, MOHOKJIOHAIHO aHTHUTSUI0, 0€3 TpaHCILIaleHTapeH
Tpanchep

golimumab — 4oBenko MOHOKIIOHAIHO aHTUTsLIO OT Kiac [gGlk

* aHTH-f KJIeTHYHA Tepanusi

rituximab — XuMepHO MHUIIE/YOBEHMIKO MOHOKJIOHAIHO —aHTHUTSIIO,

npeacTaBisIBalllo INIMKO3UJIMPAH I/IMYHOI‘J'IO6YJ'II/IH C YOBCIIIKHU IgGl

* HHXHOMTOPHU HA KO-cTHMYJauusATa HA T-Ki1eTkHTE

abatacept — ¢y3uoHeH MPOTEHH

* IL-6 penenTopHu AaHTATOHUCTH

tocilizumab — xymanusupano IgGl MOHOKIOHAJIHO AHTHTSIO CpPEILy

YOBCHIIKHU I/IHTepJ'IeBKI/IH-6

* IL-1 penenTopHu aHTATOHUCTH

anakinra — YoBemku HHTEPIICBKUH-1 pelienTOPeH aHTarOHUCT

*  JAK uHxuburtopu

tofacitinib - cenekruBen naxudutop Ha JAK1 u JAK3
baricitinib - cetekruBen unxuéurop Ha JAK 1 u JAK 2

upadacitinib — cenextusen u o6parum JAK1 unxuéurop

Adalimumab e pexombunanTHO M3usTO0 YoBemmkO IgGl 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 ceaMuiid. [Ipu MOHOTEparus, HIAKOH
MaIMeHTH, TMPUH KOMTO OTroBOPHT KbM Tepamusata ¢ Adalimumab 40 mg mpes ceammuia e
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MOHWKEH, MOTaT Jla MMaT 1oj3a OT yBeluYaBaHe Ha jo3ara no 40 mg amanuMymad Bcska
cenvuria wim 80 mg mpe3 cenmuna. AnarumMymad TpsOBa Ja ce W3IOJI3Ba IO BpeMe Ha
OpEMEHHOCT, caMO aKo € M3pUYHO HeoOxoammo. He ce ovakBar epekTH BBPXY KbPMEHHTE
HOBopojeHu / kbpmadera. CiemoBarenno Adalimumab moxke na ce u3moa3Ba Mo BpeMe Ha
KbPMEHE.

Adalimumab ce mpunara 3a nedenue Ha ciegaure auarnosu: M05.0, M05.1, M05.3, M05.8;
M08.1, M08.3, M08.4,

Certolizumab pegol e mnerunmupan fab ¢parMeHT OT XyMaHH3HpPaHO PEKOMOWHAHTHO,
MOHOKJIOHQJIHO AHTUTSIO, Oe3 TpaHciUlaneHTapeH TpaHcgep. Mma BucOok aduHUTET KbM
yoBemikusi TNF-o, kakTo KbM pa3TBOpHMATa Taka U TpaHCMeMOpaHHarta My ¢opma. He cpabpika
Fc ¢parment. IlpenoppumrennaTa HayaiiHa 032 NOpu Bb3pacTHu mnamueHTH ¢ 400 mg
(mpunarana kato 2 MoakoxHU uHKekiuu 1mo 200 mg aueBHo) Ha ceamuuu 0, 2 u 4. Cuen
HayajiHaTa /1032, [penopbuuTesHaTa noaabpxkaia go3a € 200 mg Ha Bceku 2 ceamunu. Cruen
KaTo € MOTBBPJCH KIMHUYCH OTTOBOP, MOKE Jia C€ OOMHUCIIM aJITEpPHATUBHA MOIbpKAIIA 1032
ot 400 mg Ha Bceku 4 cenmunu. [lonacrosimem Certolizumab pegol e mbpBOTO M eMUHCTBEHO
o106pero ot FDA OnoiornyHo JiekapcTBO 3a JIeUeHHe Ha HepeHTreHorpadcku axSpA Ha 6aszara
Ha 52 cenqmuuno npoy4yBane C-AxSpAnd. (Secukinumab cwino mony4n omobpenue ot FDA 3a
neyeHne Ha HepeHTreHorpadcku axSpA). ITlepcrekTHBHO chOuMpaHuTe MaHHH OT Hax 500
OpemenHoctu, ¢ ekcno3unus Ha Certolizumab pegol, ¢ u3BecTeH u3Xon Ha OpPEMEHHOCTTA,
BKitouyBamy Haja 400 OpEeMEHHOCTH, C EKCIO3MIMS IPEe3 MbPBUS TPUMECTBP, HE IOKa3Batr
manopmaTtuBen edext Ha Certolizumab pegol. Bernpekn ToBa, HAMTUYHUAT KIUHUYEH OIHT €
MPEKaJICHO OTPaHMYCH, 3a Jla C€ 3aKII0YM, C pa3yMHa CHUTYPHOCT, Y€ HsIMa YBEJIHYEH DPHCK,
cBbp3an ¢ npuiaraneto Ha Certolizumab pegol o Bpeme Ha Opemennoct. Certolizumab pegol
TpsIOBa Ja ce W3II0/I3Ba MO0 BpeMe Ha OpEeMEHHOCT caMoO Npu KinHW4YHA HeobxomumocT. CRIB
NpOy4BaHEe — MPOCHEKTHBHO, MOCTMAPKETUHIOBO, (DapMaKOKMHETHYHO MPOYYBAHE C JHM3aiiH 32
TOYHA OIICHKAa HAa HUBOTO Ha IUaneHTeH TpaHdep Ha CZP ot maiikure kbM genara. CZP e
TOKa3aJl JIUTICBAIIL 10 MUHUMAaJIeH TiianieHTapeH Tpancdep (<0.1%).

Certolizumab pegol mosxe ma ce mpuiiara nmpu KbpMeHe, a 10 BpeMe Ha OPEMEHHOCT caMo TpU
KIIMHHYHA HEOOXOMMOCT.

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

Etanercept e nanbaHo voBemku pa3tBopuM TNFo peuentop. Toit e aumep, chCTosI Ce OT

M3BBHKIIETHYHATA 4YacT Ha jJBa peunenropa 3a [NF, npukpenenn kbM FC ¢(parmenta nHa
yoBemkuss uMyHornoOynuH G1. Cebp3Ba ce kommeTutuBHO ¢ TNF-oo mmm TNF-f B
LUPKYJIausaTa U M0 TO3M HAuyMH OJIOKMpa TAXHOTO B3aumojeictBue c¢ penenropute 3a TNF
BBpPXY KJIeThbUHATa MOBBPXHOCT. [IpH BB3pacTHU ce mpuiara B 03a 25 MQ, 1Ba MIbTH CEIMUYHO
wi 50 MY, BeIHBXK CEAMUYHO MOAKOKHO. Etanercept TpsiOBa ga ce M3Moyi3Ba MO BpeMe Ha
OpeMeHHOCT caMo P KaTeropuyHa HeoOxoaumocT. JKeHuTe ¢ JeTepo/ieH NoTeHran TpsoBa 1a
OOMUCIST W3MON3BaHETO Ha MOJXOAsAIIAa KOHTpalenuus, 3a Ja u3derHar 3abpeMeHsBaHE I10
BpeMe Ha TepanusTa ¢ etanercept u B pamkure Ha 3 CEAMMIIM CJIE]l IPEKPATABAHE HA TEPANUATA.
Etanercept ce mpunara 3a sneuenue Ha cieanute auarHosu: MO05.0, M05.1, M05.3, MO05.8;
M08.1, M08.3, M08.4,

Golimumab e pexomOunanTHO W30 YoBemko |gGLl MOHOKIOHATHO AHTUTSIIO, HACOYCHO
kbM TNF-o.. MOHOKJIOHAJIHUTE aHTUTENA CBHP3BAT B CTAOMIIEH KOMIUIEKC KaKTO pa3TBOpUMATa
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Taka U TpaHncMeMOpanHata ¢opma Ha TNF-o. Ilpumara ce moakoxkHo mo 50 MQ BeXHBXK
MmeceuHo. [larmenTn ¢ tenecHo terno Han 100 kg. mpu kouto cien 3 1o 4 103U HE ce MOCTUTHE
3aJIOBOJIUTENICH KIIMHUYECH OTTOBOP,MOXE Ja c€ 00CHIU MOBHIIABAaHE Ha J103aTa Ha roiuMymad
1m0 100 mg BegHBXK MECEYHO, KaTO CE€ B3eME IMPEABUJ IMOBULICHUSAT PUCK OT OIpPEACIICHU
CEpPUO3HM HEXKEJIAaHU JICKAPCTBEHU peakiuu npu go3ara ot 100 mg B cpaBHeHue ¢ go3ara ot 50
mg. [Ipu nanmenTn 6e3 naHHU 3a TepaneBTUYeH edekT ciuen 3 10 4 gombaHuTeaHu 1034 oT 100
mg IpobJKaBAaHETO Ha JICYCHUETO TPsIOBa /1a ce IPEOIICHH.

Golimumab ce npunara 3a nedenue Ha ciaeanuTe quaraosu: M05.0, M05.1, M05.3, M05.8;

Infliximab e xuMepHO MOHOKJIOHATHO aHTUTSIIO, ChIBPIKAIIO YOBCIIKA M MHIIH KOMIIOHEHTH.
Cepp3Ba ce crnenuduyHO C pa3TBOpUMaTa U TpaHcMeMOpanHa ¢opma Ha TNF-o.
[IperopbunTennara go3a 3a JyedeHnnero Ha Oomam ¢ PA e 3 mg/kg., mocnmexBana ot
nonbaHUTETHN HGY3uU B 103a 3 mg/kg Ha 2-Ta u 6-Ta cenmuua cies nbpBaTa UHQY3Us, e
KoeTo — Ha Bceku 8 cenmuiru. Infliximab tps6Ba na ce npusara eTHOBpeMEHHO ¢ METOTPEKCAT.
HanuuHuTe TaHHU OKa3BaT, Y€ KJIMHUYEH OTTOBOP OOMKHOBEHO CE€ MOCTUIa 0 12 CeAMMIIM OT
HAYaJI0TO Ha JIedeHUeTo. [Ipyu manmMeHTH ¢ HeJJOCTaTh4YeH OTrOBOP MJIM 3aryda Ha OTIOBOp CJel
Kpas Ha TO3W IIEPUOJ, MOXE Ja ce OOCHAM TIOCTEICHHO IIOBUINIABAHE Ha J03ara ¢
npubmmsutenno no 1,5 mg/kg no makcumanna mo3a 7,5 mg/kg BemHBK Ha BCEKH 8 CEIMUIIH.
Karo anteprartuBa Moxxe fa ce 00Chau 1 IpuiokeHue B 1o3a 3 mg/kg Ha Bcexu 4 ceqmuim. AKo
Ce TOCTUTHE OOBP OTrOBOp, JICUCHUETO HA IMallMeHTa TPsSOBa Ja MPOABIDKKA ¢ n3bpaHara mo03a
WM IIPU W30paHUTE HHTEPBAJIH.

[IpoabinKaBaHETO HA JICYCHHETO TPSOBA Ja ce OOMHUCIIM BHUMATEIIHO IPH MMAIIMEHTH, IIPH KOUTO
HsMA JIaHHH 33 TEPareBTHYHO MOBIHUSIBAHE MPE3 MbPBUTE 12 CEAMHUIIU OT JICYCHUETO WU CIIE]
KOPEKIIMS Ha J103aTa.

Infliximab ce mpunara 3a nedyenue Ha cneanute quaraosu: M05.0, M05.1, M05.3, M05.8;
Tocilizumab e xymanusupano IgGl MOHOKIOHAIHO aHTHUTSIO cperry dYoBemkus IL-6
peuentop, moiy4deHo upe3 pekomounantHa [IHK texnomorus. ROActemra, B komOuHaIus ¢
Metorpekcat (MTX), e mokasan 3a:

. JeYeHue Ha TeXbK, aKTMBEH W mporpecupan; pesmatouaeH aptput (PA) mpu
Bb3PACTHU MallMEHTH, KOUTO Mpeau ToBa He ca JekyBaHu ¢ MTX

. JeYeHUe Ha YMEpPEeH 10 TeKbK akTUBEH PA mpu Bb3pacTHU MAlMEHTH, KOUTO ca ce
MOBJIUSAJIN HEIOCTAaThYHO MJIM Ca UMAJIU HEMOHOCUMOCT KBbM IMPEIXOJHO JIEYEHUE C €IHO
unu moede OojecT-moauduuupamy antupeBmatuuHu JekapcrBa (BMAPJI) unu xbm
AHTarOHUCTU Ha TyMop-Hekporusupamus ¢aktop (TNF). Ilpu Te3m mnauueHTu
Tocilizumab Moxe na ce mpuiara KaTo MOHOTEpanus B ciyyail Ha HEMOHOCUMOCT KBbM
MTX unu korato npoabKUTENHo Jedenue ¢ MTX He e moaxoasio.

Hoxkazano e, ue Tocilizumab HamansBa CKOpOCTTa Ha MpOTpecHus Ha YBpPEXKJIaHEe Ha
CTAaBHUTE, U3MEpEHa 4pe3 peHTreHorpadus, U nojaodpsBa TeirecHaTta (QyHKIHSA, KOraTo ce
npuiara B KoMOMHanus ¢ MeToTpekcar. Jloka3aHo e, ye NpuU HEMOHOCHMOCT U KOIarTo
npoabKuTeNnHOTO Jledenue ¢ MTX He e moaxonsmo tocilizumab e mpeanoyntan 6HMOIOTUYeH
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areHT 3a MPUJIOKEHHe Kato MoHoTepamnus. [Ipenopbuntentara g03a ¢ 8 mg/kg TenecHo Tersio
BeJHBX Ha Bceku 4 ceamuiy. [Ipunara ce upe3 BeHO3Ha MH(Y3Hs B MPOJb/DKeHHEe Ha 1 dac.
Perucrpupana e u ¢opma 3a MoAKOKHO MPHIIOKEHHE - 162 MY BEeIHBK CEIMHUYHO.

Tocilizumab ce npunara 3a nedenue Ha cienaute auarHosm: M05.0, M05.1, M05.3, M05.8;
M08.2; M08.3; M08.4.

Rituximab e XuMepHO MHIIIO/YOBEHIIKO MOHOKJIOHAIHO aHTHTSIO HacoueHo cpemry CD 20

aAHTUTECHA pa3noyiokeH BbpXy B mmmdborurure. CBbp3Baiiku ce cbec CD 20 memOpanHus

npoTtenH rituximab wHIyIMpa KiIeThbYHa CMBPT 4pe3 amomnrtos3a. Rituximab B komOuHarus c

METOTpEKCaT € TOKa3aH 3a JICUeHNEe Ha Bb3PACTHHU MALUEHTH C TeKbK aKTHBEH PEBMATOMJICH

apTpUT, KOUTO HE C€ MOBJIMIBAT JOCTATHYHO WJIM MUMAT HETOHOCHUMOCT KbM JpYyru Oosect-

MoauUIMpamy aHTUpeBMaTH4HN JekapcTBa (BMAPJI), BKIIOYMTENHO €IWH WM TIOBEYe

BHJIOBE TEpanus ¢ MHXUOUTOP Ha TymMOp-HekpoTusupanus ¢pakrop (TNF).

Jlokazano e, ue Rituximab namasnsiBa dectorara Ha HPOTPECHS HA CTAaBHOTO YBpPEXKIaHE,
M3MEPEHO Ype3 peHTreHorpadus, u noaoopsBa ¢pusndeckaTa GyHKIUA, KOraTo ce Mpujiara B
KoMOuHaIus ¢ MeroTpekcar. [Ipumara ce moj ¢popmara Ha JBE HMHTPABEHO3HH HH(DY3HH 10
1000 mg mpe3 14 gam. Cnem 6 - 12 mecema kypca ce moBraps. llpemau Bcska nHY3Hs ce
NpaBU MPEMEIUKAIUS C TIFOKOKOPTHKOWA (MHTPAaBEHO3HO), AHAITCTUK W aHTHUXUCTAMHUH
(MHTPaMyCKYJIHO).

Rituximab ce mpunara 3a neyenue Ha ciegaure auaraosu: M05.0, M05.1, M05.3, M05.8;
Tofacitinib e¢ cenekruBen wuxuburop Ha JAK1 u JAK3 kato orciabBa CHrHaiIMTe Ha
untepneskunute (IL-2, -4, -6, -7, -9, -15, -21) u unatepdeponn tun I u tun 11, koero Boau 10
MOJAYJIMpaHe Ha UWMYHHHS W BB3MAIUTECIHUS OTroBop. I[IpemoppunTenHara jo03a TpH
peBMaTOUJIEH apTpUT € 5 mg, Ipujarada JBa IbTH AHEBHO uiau 11 mg Tabnerka ¢ yIbIKEHO
0CBOOOYKIaBaHe MpUJIaraHa ¢IHOKPATHO JTHEBHO.

[TaruenTure, nexkyBanu ¢ TOGAUTHHUO 5 mg GUIMUpaH Ta0JIEeTKH JIBa MTU JHEBHO, MOTaT Ja
npeMrHaT KbM TopanuTuHUO 11 mg TabiaeTku ¢ yABIKEHO OCBOOOXKIaBaHE BEAHBK JHEBHO B
JIeHs clie/l mocieqHaTa 103a TohauuTuHUO 5 mg puiIMUpaHu TaONIeTKH.

[Tanimenture, nexyBanu ¢ ToparutuHuO 11 mg TabneTku ¢ yABIKEHO 0CBOOOXK/IaBaHE BEIHBK
JTHEBHO, MOTaT J1a MIpeMHUHAT KbM TOGauuTUHUO 5 mg GuiMupaHu TaOJETKU Ba I'bTH JHEBHO B
JIEHS CJIe mocieanara 103a TodpanuTiauO 11 mg TabneTku ¢ yabKeHO 0CBOOOXKIaBaHe.
JlemoHcTpupana e papmakoknHernyHa ekBuBaieHTHOCT (AUC u Cmax) Ha TodarnutuHu® 11 mg
TabJETKH C YABDKEHO OCBOOOXKIaBaHE BEAHBXK THEBHO U TOMAUUTUHUO 5 mg (uamupaHu
TaOJIETKH JBa TbTH THEBHO.

Tofacitinib B kombuHnaius ¢ merorpekcar (MTX) e mokazaH 3a JiedeHHEe HA YMEPEHO TEeXKBK 10
TEXBbK aKTHBEH PA mpu BB3pacTHU MAIMEHTH C HEAOCTATHYEH OTTOBOP WJIM C HEMOHOCHMOCT
KbM €/IHO WM IoBeue MoAuQUIMpaliy 6o1ecTTa aHTupeBMaTuuHu Jiekapcrsa. Tofacitinib moxe
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Jla ce mpujiara KaTo MOHOTEpanusl B CiIy4ail Ha HemoHOCUMOCT kKbM MTX miu koraTto JiedeHue ¢
MTX ne e noaxoasamo. [Ipenoppunrtennara a03a € 5 mg, npuiarata JBa I'bTU JHEBHO Wiu 11
Mg TalieTKa ¢ yABIKEHO OCBOO0XKIaBaHE BETHBXK JTHEBHO.

Momnotepanusta ¢ tofacitinib e cbmocraBuMa ¢ JApyrure Tepamnuu, IO OTHOLICHHE Ha
6e3onactHocTTa M edexTuBHOCTTa. KoMOMHMpaTa Tepanus Ha TopauntuHuO 5 mg punmupanu
TaOJEeTKH JBa IBTU JHEBHO M ToauuTHHUO 11 mg TabneTku ¢ yIBIKEHO OCBOOOXKAaBaHE C K-
BMAPJI, naii-Beue ¢ methotrexate, moka3pa ONU3KH KIMHHYHU PE3YJATATH JO KOMOWHUPAHHUTE
tepanuu ¢ 0-BMAPJI. Jloka3arencTBa 3a nepcuctupaHe Ha e€UKACHOCTTA IMPHU JICUCHUETO C
TohaUTHHUO 32 IBJITOCPOUYEH MEePUOJI 10 7 TOAUHU ca MPEJOCTaBEHU OT JaHHHU OT €IHO TEKYIIO
U €THO 3aBBPILIEHO OTKPUTO, ABJITOCPOYHO Mpocieasnailo nmpoyusane. Tofacitinib pasmonara ¢
JaHHU 3a 0e30MacHOCT OTYETEHHW OT JIBJITOCPOYHO MPOCIENSBALI0 KIMHUYHO MPOy4YBaHE C
MPOBJKUTEHOCT Ha HAOII0JeHHE 3a IepuoJl OT 9,5 roauHu.

Tofacitinib ce mpuara 3a neyenue Ha cineaaure auaraosu: M05.0, M05.1, M05.3, M05.8;
Baricitinib e cenexkrusen u ooparum uaxubuTop Ha Janus kunHaza (JAK)1 u JAK2. [Tokasan e 3a
JICYEHNE Ha YMEPEHO TEXbK J0 TEXKbK aKTUBEH PEBMATOUJIEH apTPUT IPU Bb3PACTHU MALUEHTH,
KOUTO HE CE MOBIUSABAT a/ICKBATHO WJIM MMAaT HEMOHOCHUMOCT KbM JIEYCHHE C €HO WIH MOBEYe
Moaudummpamu OoyiecTTa AaHTUPEBMATOMAHM JieKapcTBa. Moke Ja ce U3Moji3Ba KaTo
MoHoTepanust win B komOunanus ¢ MTX. [Ipenopbuntennara no3a € 4 mg BEAHBK THEBHO.
Jlo3a oT 2 mg BeIHBK JHEBHO € MOAXO0/AIIA 32 MAlMEHTH Ha BH3PacT > 75 roJMHU U MOXeE J1a €
MOAXO/Is1Ia 32 NALMEHTH C aHaMHe3a 3a XPOHWYHM WU peuuauBupaiiy uHpexuuu. Jloza ot 2
mg BEIHBK JTHEBHO MOYKE Jia C€ UMa MPEABU/L ChIIO U 32 MALUEHTH, IOCTUTHAIN TPA€H KOHTPOJI
Ha aKTHBHOCTTA Ha 3a00JIIBaHETO ¢ 4 Mg BEJHBXK JHEBHO M OTTOBAPSINM HA M3UCKBAHHITA 32
nocreneHHo HamaisiBane Ha jgo3ara. Crnopen EULAR uma maHHM , KOUTO TOKa3BaT, 4e
baricitinib mosxxe na 6b1e no-epexruser ot TNF-unxudurop. (ref. EULAR 2016).

BbB BCHUKHM NpoOydyBaHUs MAalMCHTHTE, JieKyBaHu ¢ Baricitinib 4 mg Benuwx aHeBHO,
uMaT cratTucThuecku 3Hauumo mno-uspazeH ACR20, ACR50 n ACR70 orrosop kbMm 12-Ta
ceIMHUIla B cpaBHeHMeE ¢ u1ane6o, MTX unu aganumymad. Bpemero 1o nmosiBa Ha eext e 0bp30
IIPU Pa3JINYHUTE KPUTEPUU 3a PE3YNITaT, ChC 3HAUUMO 0-U3pa3eH OTrOBOp, HaOJIl0JaBaH OIlle Ha
cenmunia 1. HabGmromaBana € mpoabJDKUTENHA, TpaliHa crerneH Ha otroBop, ¢ ACR20/50/70
OTTOBOPH, KOUTO C€ 3aJbpKaT Hal-MaJKo 3a 2 TOJWHH, BKJIIOUUTEIHO MPHU IBITOCPOYHOTO
pa3UIMPEHO MPOYUBAHE.

Baricitinib ce npunara 3a neuenue Ha cnequure quarsosu: M05.0, M05.1, M05.3, M05.8;

Upadacitinib e cenextuBen u obparum JAK muxubOurtop. Ilpu m3cneaBanus BbpXY YOBEIIKU
KJIETKH YHaJaluTUHUO nHXUOMpa npedepeHuanto curnanuzupanero upes JAK1 unu JAK1/3 ¢
(bYHKIIMOHATHA CEJIEKTUBHOCT CIPSIMO IIMTOKWHOBUTE PEIENTOPU, KOUTO CHUTHAIU3UpAT 4Ype3
nBorku JAK?2.

Upadacitinib e moka3zan 3a JiedeHHe Ha YMEPEH JI0 TS)KBbK aKTHBEH PEBMATOWICH apTPUT IMPU
BB3PACTHU TAIMCHTH C HENOCTaTh4€H OTTOBOP WJIM HEMOHOCHMOCT KbM €IHO WM TOBEYEe
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Moaubuimpainyn oonectra antupeBmarndan jekapcra (DMARD). Upadacitinib moke nma ce
U3II0J13Ba KATO MOHOTEPAIHS MM B KOMOMHAIINS C METOTPEKCAT.
[penopbunTenHAaTA 1032 yHaaluTHHUO € 15 mg BeIHBK JHEBHO.

4. ' 1I0KOKOPTUKOMIH

I'moxokoptukonaure (I'K) mnpurexxaBar MOLIHO NPOTUBOBB3NAIUTENIHO U YMEPEHO
UMYHOCYNpECHBHO JeiicTBue. TexHUAT edekr € MHOro Opb3 M JpaMaTUYHO MOJ00psBaT
apTpUTa, HO HE MPOMEHST €CTECTBUHUS MYy XOJ. APTPUTHT C€ PEaKTUBUPA CJE/ CIIMPAHEeTO Ha
I'K. MHoro cepuo3eH mpoOieM ca HEXEIaHUTE JIEKApCTBEHU CHOWUTHUS BCIEICTBUE Ha
npoabiokuTenHoto jeueHue ¢ ['K. B kimHu4HAaTa mpakTUKa ca YTBBPACHHU CIEAHHUTE
WHIUKAIUU:

1. TK ce usnucsar 3a kparko BpeMme (Opu K Tepamus) Mpu OOJHM C BUCOKA Bb3MAIUTEIIHA
aKTHUBHOCT, JIOKAaTO 3aloYyHaT Ja JeicTBaT OosiecT-MOAM(UIIMpANIUTE JIEKApCTBa WM 34
MOJIOMAaraHeTo Ha (U3MKATHOTO JedeHue. Haif-uecto mnpuiaranata mo3a e 5-10 mg
prednisolone.

2. HanuumeTo Ha M3BBHCTaBHU MPOSIBM — CEPO3UT, SI3BU HA POTOBUIIATA, BACKYJIHT, MMYJIMOHUT U
ap. B Te3u cnydau gosara e 40 — 60 mg aueBHo. IIpu HEOOXOAMMOCT MOXE J1a C€ MPOBENE
nyscosa Tepanus ¢ 1 g methylprednisolone kato Beno3Ha uH}y3usi.

3. 'K morar nga ce BKJIIOYAT MpPH HEMOBJIMSIBAHE Ha apTpuTa OT OojecT-MOoAU(HUIMpAIIUTE
JeKapcTBAa WM TpU HAIMYME HA KOHTPAWHAMKAIMK 33 TAXHOTO mpuioxenue. [lpu
xponnoineuenue ¢ ['K 3agpmkuTento TpsoBa na ce mpoBexaa NpoQriIakTHKA HA OCTEOIopo3ara
¢ BuTamMuH JI.

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

B peBmatonoruuHara nmpakTuka y Hac Hail-uecTo ce M3MOJ3BAT MOJIEKYJIUTE C KpaTKa U CpeaHa
NpOIBIDKATETHOCT Ha JjeiictBue - hydrocortisone, cortisone, prednison, prednisolone,
methylprednisolone. Monekynute ¢ roiasiMa IpoIbKUTETHOCT Ha AeiictBue (betamethasone u
dexamethasone) ce u3moa3BaT MoO-psIKo.

5. AmyHocynpecopu

Anakinra mpezacrasisiBa KOIHE Ha €CTECTBEHHS YOBCHIKHA MPOTEHH, HAapeyeH ,,goBemmku IL-1
pelenTOpeH aHTaroHucT u Osokupa penentopute 3a IL-1. Tlpennmara ce mox ¢opmara Ha
WHKEKITMOHEH Pa3TBOp 3a MOJKOXKHO MpuioxkeHnue. M3nomsea ce B komOuHarms ¢ MTX npu
BB3PACTHU MAIlMEHTH, KOUTO HE ca c€ MOBIMSUIM anekBaTHO camo oT MTX Ilpenopruntennara
no3a anakinra npu PA e 100 mg BeqHBXK JTHEBHO, MPUJIaraHa MPUOIU3UTEIHO 1O €THO U ChIIO
BpEMeE BCEKH JICH.

IIpenopbku 3a JeyeHnero Ha PA

CerinacHo koncencyca Ha EULAR or 2016 r. u Koncencyca na B/IP ot 2019 r.
JcueHHeTo TpsOBa ga 3amoyne ¢ K-BMAPJI (methotrexate) BB3MOXKHO Hai-CKOpO Cien
muarHocTunupanero Ha PA. ToBa e chlmecTBeHa pa3iWka B CpaBHEHHE C Tepamusra Ha
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3a0onaBanero mpe3 90-Te TOAMHM, KOraTo KaTo MbpBa JMHHUS Ha JICYEHHE ca M3IOJI3BaHU
HCIIBn. Axo menrta Ha J€YEHHETO HE € IMOCTHUTHATa OT Tepanusta ¢ nBe KCBMAPJI (kato
€IHOTO 3abJKUTEITHO € METOTPEKCaT) B aJIeKBaTHU JI03M B paMKUTE Ha 6 Mecela, TpsiOBa 11a ce
uMa nipeasun go6assHeTo Ha 0bMAPII unmu tcBbMAPIJL. Ipyra HoBa npernopbKa e, 4e JICUeHUETO
c 6-BMAPIJI Tpsi6Ba 1a ce 3amodHe Mpyu HE33aJOBOJIUTEIHU PE3YITATH WM KOHTPAWHAUKALIUH 32
neuenueto ¢ k-bMAPIJIL. B ceBpemeHHara npakTuka, , Hail-uecto ce 3anousa ¢ 6-bBMAPII unu
Tc-BMAPIJI.

[Tpu HenekyBaHU MalMEHTH ¢ paHeH PA W Hanuuue Ha JIOLIU MPOTHOCTUYHH (aKTOpHU ce
MpenopbYBa JICUCHHUTO Ja 3aII0YHEe He3a0aBHO ¢ METOTpEeKcaT B komOuHarus ¢ 6sokepu Ha TNF-
o, TcBMAPNT mmu IL-6. 3a ocranamute OwosormuHu W Taprer cnenuduunun BMAPJI Hsama
JOCTAaThUHO JaHHU 3a Ta3u UHAuKauus. Jlo6aBsHETO Ha aHTUMAIAPUK, OCOOCHO MPH HAJTUYKE Ha
BHCOKA MMYHOJIOTUYHA AaKTUBHOCT M TJIIOKOKOPTHUKOUIU 332 KPAaTKO BpeMe MMa OJaronpusTeH
edexr
EULAR BbBezie TpH OCHOBHM NpUHIMIIA 32 JIedeHUEeTo Ha PA:

*  PEBMATOJIO3UTE Ca CHEIHAIMCTUTE, KOUTO TPSAOBA J1a JIGKYBAT MAI[UCHTHTE

* B3eMaHe Ha ChbBMECTHO PElICHUE MEX/Y MalMeHTa U PeBMaTosIora

* OTYMTAaHE HAa MKOHOMHYECKATa TEKECT Ha 3a00JisiBaHETO (OCBEH BHCOKaTa CTOMHOCT Ha
TUPEKTHUTE pa3XxoAd Taka M Ha HHIMPEKTHUTE CBBP3aHU C HaMajleHaTa
Tpynocnoco0HocT). Aktyanaurte npenopbku Ha EULAR ca ot 2016.

PEAKTUBEH APTPUT (CUHIPOM HA PAUTEP)

Ha W Meoxcoynapoona pabomna cpewa no ReA npesz 1999 e. 6 bepaun, ce npednaza
MepMUHsm ,, peakmueer apmpum "’ 0a ce U3N0I36a 6 C1y4au KO2amo XPOHUYHUAM apmpum u
MuKpobnusam npudunumen ca acoyuupanu ¢ HLA B27 unu cnonounoapmponamus. 3a ecuuxu
OCMAHANU CAYYau HA apmpum Aacoyuupan ¢ UHQeKyuoseH npuduHumen 0d ce U3NoJ36d
mepmuna ,,unghexyuosro cevpzan apmpum * (infection related arthritis).

PeaktuBHusit aptputr (PeA) e HErHOWHO CTaBHO BB3MAJICHHUE, MOPOJACHO OT HH(EKIUs ¢
HU3BBHCTABHA JIOKAJIM3alud - IIHMKOYOIIOJIOBA CHUCTEMa MM YPCBCH TPAKT. Haii-uecture
npuunnutenu ca: Chlamydia trachomatis, Yersinia enterocolitica, Salmonella enterocolitica,
Shigella flexneri, Campylobacter jejuni. Ot 60% mo 80% ot 6onuuTe ca Hocutenu Ha HLA-B27
agtureda. OCHOBHA KJIMHUYHA ImposiBa € aCUMETPUIHHNSA OJIUTOAPTPUT UIIM MOHOAPTPUT, 3acCATalll
MNpEeAUMHO OOJTHUTC KpaﬁHHHH. XapaKTepHo € BBBJIMYAHCTO HA aKCHaJIHUsA CKCJICT U CHTC3UTC,
KOC€TO Jaac€ OCHOBAHUC PeA Ja 6’L,Z[C KHaCI/I(I)I/II_[I/IpaH B TIpynarta Ha CCPOHCTAaTUBHUTC
CIIOHAHUJIOAPTPUTH. ypeTpI/IT’bT, OEPpBUOUTHT, OYHOTO BB3MNAJICHUC U KOKHO-JIUTAaBUYHUTC
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MIPOSIBH YECTO MPHUAPYKABAT CTaBHUS cUHApoM. OOuuaiiHo GoJjeayBaT MbXe U KeHU Mexay 20
u 40 roaumiHa Bb3pacT. [locTcekcyannusar PeA e mo-4yecT npu MbKeTe, a MOCTEHTEpUTHUAT PeA
€ €JHaKBO cpellaH npu asara nojna. [Ipe3 mocinegnure 10 - 15 roaunum ydecrorara Ha PeA
3HauuTesnHo Hamanst. CunapomsT Ha Palitep € yacteH cinyuail Ha PeA, uzsaBsBain ce ¢ Tpuajaara
apTpUT, YBEUT U YPETPHUT.

JAunarno3a na PeA
JHec 3a auarHoctunupane Ha PeA ce u3nonsBaT pesusupanume Kiacu@UKayuoHHU Kpumepuu
om 1999 eoouna, npuemu na \N Meocoynapoona pabomna cpewa 6 beprun. Te BKIrOUBaT
rOJIeMH U MaJIKU KPUTEPUH, KAKTO U U3KITIOUBAILY TAKUBA.
Tonemu kpumepuu
1. ApTpuUT cbC CIEIHUTE XapPAKTEPUCTUKU (HEOOXOAMMO € HAJIWYUETO HAa 2 OT IOCOYMHHUTE 3
MIpU3HAKa):

* AcuMeTpuyeH

*  MOHOapTPUT UITH OJUTOAPTPUT
* IIpenoMuHAHTHO 3acsiraHe Ha JIOJIHUTE KPalHUIIN

2. [Ipenxosxaania cCAMOTOMATHIHA UHQEKIHS, ¢ €HA OT CICTHUTE ABE XapPAKTCPUCTUKH:
* Enrteput (quapus 10 6 ceqMuUIM Npeau Ha4yaloTo Ha apTPUTa)

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

Manxu kxpumepuu (MOHE €THO OT CIETHUTE)
1. Jloka3aTeJICTBEHH JJAaHHU 33 TPUTEPHA WHPCKITHSI
* Tlonoxurenen PCR TecT 3a HYKIECMHOBUM KHCEJIMHH OT CYTpEIIHA YpHUHA WM
ypeTpanen/iiepBukaieH cekper 3a Chlamydia trachomatis.

* HOJ‘IO)KI/ITCJ‘IHa KOHpOKyJ'ITypa 3a ‘lpeBHI/I IIaTOI'CHHU MI/IKpOOpFaHI/BMI/I aCOI_lI/II/IpHI/I C
ReA

2. Jloxa3aTencTBO 3a MepCUCTHpalla CHHOBHATHA MHQEKIUs (MOJOKUTETHA UMYHOXUCTOJIOTHUS
w PCR 3a Chlamydia)

Jlnaro3ara peakTUBEH apTpUT CE MpUeMa 3a CUTYPHA, PU HAJMYUETO Ha JBA TOJEMH KPUTEPHUS
Y €JIUH MAJTbK KPUTEPHIl.

JnarHo3ata € BepoOsiTHA TMPHU: HATMYMETO HA JBA TOJIEMH KPUTEPUS WM €IUH TOJISIM U €IUH
MaIbK KPUTEPUH.

Knacupukannonnure kputepun 3a ReA He ce mpuiiarat mpu yCcTaHOBEHa Jpyra MpUYHMHA 3a
OCTBP apTPUT WIK JAHHHU 32 JpyTra apTPUTOTeHHA MH(EKITHSI.

JAu¢epeHnuaHa 1Mario3a
Haii-yecTo T4 ce mpaBu ChC CIeTHUTE OOJIECTH:
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® CCNTUYCH apTpPUT,

® [ICOPHATHYCH apTPHT,
e mojarpa,

e cunapom Ha Behcet,

® PEBMAaTOWICH ApTPHT,
® PEBMATHU3bBM,

e Oouect Ha Bechterew,
e J1amMcka GoJecT u Jip.

Crparterusi Ha TepanusaTa
AHTHONOTULN
1. Cren mppBOHAYATHOTO JICYCHHWE HA WH(QEKIUATA, J1a HE CE IMpWiIaraT aHTUOWMOTHIN
MoBeYe OT 4 CEIMHIIU, C IEJl Ja C€ TPEeTUpa PEaKTUBHUS apTPUT MPUIHMHECH OT TracTpo-
WHTECTHHAITHA WJIK YPO-TCHUTAITHA HH(EKITUSI.

JlekapcTBeHa Tepanus

1. HectepouiHu NpoTHBOBb3NAINTENHH JekapcTBenn npoaykru (HCIIBJI)

HCIIBJI mputexaBatr 00e3001sBal], MPOTHBOBB3MAINTEIICEH M aHTHNHpeTHdeH edekT. Te ca
CpeICTBO Ha IbpBU KU300p 3a jnedyeHuero Ha PeA. HCIIBJI nmoTtuckaT Bb3naIUTENHMS MPOLIEC B
CTaBUTC, aKCHUAJIHUA CKCJICT U €CHTC3UTEC, KaTO 3HAYUTCIHO HO[[O6p$IBaT (1)yHKIII/I$ITa Ha OIIOpHO-
ABUTATCIIHUA alapar.

HpOI[’I)J'DKI/ITCJ'IHOCTTa Ha JICYCHUETO 3aBMCH OT aKTUBHOCTTA HA apTpUTa U NpPOAbJIzKaBa JOKATO €
HeoOxonumo. [Ipyn Ha3HayaBaHETO HA CHOTBETHHS JIEKApCTBEH MPOJIYKT TPsOBa Ja c€ OTUUTAT
PHUCKOBETE, CBEP3aHU ChC ChPJCYHOCHI0BATA CUCTEMa, CTOMAIITHOYPEBHUS TPAKT U OBOpeIuTe.
ITpu neuyenuero Ha PeA Haii-uecto ce m3monssar: diclofenac sodium, aceclofenac, etodolac,
naproxen, ketoprofen, ibuprofen, dexketoprofen, meloxicam, piroxicam, tenoxicam,
indometacin, etoricoxib, celecoxib (sux PA).

2. T'mokoKopTHKONIH

[Tpu needextuBHOoCT Ha nedeHuero ¢ HCIIBJI unm Bucoka aktuBHOCT Ha PeA (dhebOpunmrer,
ACTCHOAJMHAMUS,  XEMaTOCIUICHOMETaNInsl,  JUMQaJCHOMETalus, BUCICPAIHU  TPOSBH,
3HauynTenHo noBuineHu croriHoctd Ha CYE m CRP) ce HasHawaBar TiOKOKOpTHUKOMIU. Te
MIPUTEKABAT MOIITHO MPOTUBOBB3MATIUTEIHO JICHCTBUE U TEXHUS ePeKT € MHOTO Oph3. [Ipumarat
ce per os wiu i.v. Hauannara no3a e 20 - 40 mg prednisolone B 3aBUCHMOCT OT aKTHBHOCTTA Ha
3a0onaBanero. Ilpm HeoOxomumocT MoraT jAa ce mpoBexaar u myiacoe c¢ 1000 mg
methylprednisolone i.v. Muoro n00bp edeKkT ce mocThra NpH BBTPECTABHO W MEPUCTABHO
npuioxxenne Ha ['K.
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B peBMarosornyHara mpakTHKa y HaC Hai-4ecTo ce M3IOJ3BaT MOJEKYJIHMTE C KpaTka U CpeaHa
IPOABDKUTEIHOCT Ha jeiictBue - hydrocortisone, cortisone, prednison, prednisolone,
methylprednisolone. MomnekynuTe ¢ roisMa IpOALIDKUTEIHOCT Ha JAcicTBUE (0eTaMeTa3oH U
JIeKCaMeTa30H) Ce U3IO0JI3BAT MO-PSIKO.

3. KonBeHunoHa/jHu 06ojiecT-MOAM(PUUIMPAIIH AHTHPEBMATHYHH JIEKAPCTBEHH MPOIYKTH
(xBMAPJI)

[Ipunarar ce npu 3aterHato Wik XpoHuyHo npotudane Ha PeA. Okono 50% ot GosHUTE MpaBsT
pelLyuanB 1pe3 IbpBUTE 6 Mecena.

Sulfasalazine e cpeacTBo Ha mbpBU KM300p. 3amovHAT Mpe3 MBPBUTE 3 Mecelma MHAYIUpa I0-
O0bp3a U MO-TIPOIBIDKUTENIHA peMucus crpsmo ruianebo. [IpenopbunTtennara go3a e 2 g/mH, HO
IIPH OIPEJICIICHH CITy4aid Moxke 1a Obae yBenmueHa 1o 3.0 g/au (Buxk PA).

MTX ce mpunara B ciayd4aif Ha nurca Ha eekT ot JieueHueto cbe sulfasalazine. 3amousa ce ¢ 10
MQ /ceAMHUYHO ¥ J103aTa TOCTETIEHHO ce yBennvana 10 15-20 mg/ceamuuno (Bmx PA).

4. Jleyenune HA OTKJII0YBAIATA MH(pEKIUA

UpeBHHTE HHPEKIUN UMAT CaMOOTpaHUYaBalll ce X0 B paMKUTE Ha 2 - 3 IHU U OOUKHOBEHO HE
ce Hajara aHTuOakTepuaysHo JiedeHue. [Ipum OonHum ¢ PeA u mo3uTHBHA KOMPOKYNITypa ce
npuiaraT: Oera-TakTaMHM aHTHOMOTHIM - meHHuuauHoBH (amoxicillin, ampicillin) u Tpera
renepauust uedanocnopunn (cefixime, ceftriaxone); xuuosonm (nalidixic acid,
ciprofloxacin, norfloxacin, ofloxacin); makposuau (azithromycin) u 1pyru - cyjadgonamuau,
TeTPAaUMKJIMHU. JleueHueTo npoabikasa 7 - 14 qHu.

['enuro-ypuHapHata QopMa Ha Oosectra Haif-uecto ce mpuumHsBa ot Chl. trachomatis.
Heycnoxuenute ¢opmu (ypeTpur, LEpBULUT) c€ TpPeTHpaT 7 JAHU, JOKATO YCIOKHEHUTE
(mpocTaTUT, EMUAUIUIUMUT, CAIMHUHIHUT, 00(opuT, napameTput) — 14 quu. Yecto mbTu equH
aHTHOMOTHYEH KypC HE € JOCTaThUYeH U Ce Hajlara cie] oYuBKa oT 15 JHM fa ce mpoBeaar ore
1 -2 kypca.

CpenctBo Ha mbpBH U300p ca Makposauaute (azithromycin) M TeTpanmMkJIMHUTE
(doxycycline). EdextuBHoctTa uM € 0k0510 95%. Azithromycin mpu Bb3pacTHU X0pa ce mpujiara
mo 1.0 rpam emHOKpaTHO AHEBHO. 3a jaena go3ara ¢ 10 mg/kg, Ho He moBeue ot 1 g/mu. He ¢
MOTBBPJIEH (peTajsieH puck npu mnpoyusanus ¢ xopa. Doxycycline ce HaznauaBa 2 x 100 mg/nH.
He ce npenoppuBa npu aena nox 8 rogunu. [lpu nena Hax 8§ roawHM - 103aTta € KaKTO MPH
BBb3pacTHUTE. [loka3aH e ¢eTaneH puck, Mopaaud KOeTo He ce JlaBa Mo BpeMe Ha OpeMEeHHOCT.
Erythromycin u cyndonamuaute ca mo-mManko epeKTUBHH U C MOBEUYE HEKEJIAHU JIEKAPCTBEHU
peakimu. IIpu nemna, OpeMeHHH M KbpMeEIIM eHU erythromycin e moaxojsiua anTepHaTHBA.
Jlozara e 30 - 50 mg/kg, pasnpenenena B 4 mpuema B mponbibkeHue Ha 10 - 14 noum.
EnMHCTBEHOTO MPUEMITUBO JICUCHUE 32 HEOHATAHATA XJIaMUAUKWHA OPTATIMONATHS € TEepanusITa
¢ opasen eputpomunua 50 mg/kg aHeBHO B poabkenue Ha 10-14 qau.
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AHKWJIO3UPALI CHOHAUJIOAPTPUT (no MKbB kox M45)

CepoHeraTuBeH  CcHOHAMWJIOAPTPUT  (AHKWIO3Hpanl  CHOHAWIHT H
HepeHreHorpag)cKu COHANI0APTPHT)

l. Jepuunums

Ankunozupamuar cnoHAwUT (AC) e XpOHMYHO BB3NMAIUTETHO PEBMATUYHO 3a00JIsBaHe,
AQHTKUPAIIO CAKPOMIMAYHUTE CTaBU (CAKPOWIIMUT, KAaTO OTIUYMTEICH Oener), rpbOHavHUS
cThi0 BBB BapuaOHWJIHA CTENEH M MO-pAAKO mepudepHute craBu. [IBpBUYHOTO OrHHILE Ha
Bh3nanenue npu AC ca CyXOKHJIHUTE €HTEe3W U 3aJIaBHUTE MECTa Ha JIMTAMEHTUTE 3a KOCTTa,
CaKkpoWJIMauyHuTe U anodui3eanHute ctaBu. bonecTtra ¥Ma TpU OCHOBHU KJIMHUYHU MPOSIBU OT
CTpaHa Ha OIMOPHO-JIBUraTeNHUs amapar: l. CUMITOMH OT aKCHAJHUS CKeleT, 2. nepudepen
aptput u 3. enrte3utr. I[latorHomonmunu 3a AC ca HOBOTO KOCTHO QopMupane -
cuHaecMOGUTUTE U aHKWUJIO03aTa Ha TpbOHayHUS cThI0. AC e 10 rojsiMa CTENEH T'€HETUYHO
JeTepMUHUPAHO 3a0o0JiABaHe, KoeTo uMa noaueprana aconuanus ¢ HLA-B27. [Ipuuncnssa ce
KbM crioHunoaptTputute (CnA).

AC e Hali-4ecTOTO BB3MAJIUTENIHO 3a00jsiBaHE Ha IpbOHaka mo ceera. Yecrorata My Bapupa
mexay 0.1% - 1.6%, 1o 2% 3a Haxou erHuuyecku rpynu. [lo-yecto ce cpema mpu MbBKETe, B
CpaBHEHHE C )KEHUTE, ChOTHOLIICHHE MBXKE KbM JKeHH - 2—3:1. B moBedeTo u3neaBaHnu KOXOPTH C
AC npeobnagaBaT MBKeTe, HO B MpoydBaHe OT 1996 r. ChOTHOIICHHETO MBKE/KEHU JOCTUTA
npubmmsutenno 1:1. BeposATHU mpuumMHU 3a TE3W pPE3yiATaTd ca MPUIEIHO HACOYBAHE KbM
uneHtuduuupaneto Ha mbxeTe ¢ AC. CpobIaBanara MpoMsHa B CbOTHOILIEHUETO € CBbpP3aHa ¢
MOBMILIEHATA OCBEJOMEHOCT Ha )KEHUTE 3a OojecTTa.

Il. KnMHMYHA CHMIITOMATHKA U AUATHOCTHYHU KPUTECPUHU
Kakro IIpyU MHOTI'O ApYru 3a6OJ'I$IBaHI/I$I, YUATO €THOJIOTHA HE € TOYHO HU3ACHCHA, JMarHo3ara Ha

AC ce 0Oa3upa Ha KIMHUYHUTE OCOOEHOCTH. B exenHeBHara mpakTuka, NpeArosaraeMara
KJIMHUYHA JIMarHo3a Ha 0oJjiecTTa OOMYaiiHO ce MOJKpens OT PEHTT€HOJIOTUYHH J0Ka3aTesCTBa
3a cakpownuuT. B pedictBurennoct, AC ce cmsTa OT rojsiMa 4acT OT KIMHUIMCTUTE 3a
“cumnroMaTideH cakpounuut’. [loHacrosmiem 3a nuarHoctunupanero Ha AC ca obuonpueru
moudunupanure Hio Mopkeku knacuduxanmonnu kpurepun ot 1984 ron. (taén. 1). Te umar
qyBCTBUTETHOCT 83% u cnienmdpuanoct 98%.

KnuHUYHUTE TYHKTOBE B T€3M KPUTEPUHM OTPa3siBaT MO-TOJsIMAa OOJECTHA MPOIBIDKUTEITHOCT U
o0MYaliHO HE ca MPEICTaBeHH TPU PAHHOTO 3aboisBaHe. J(marHosara ce Oasupa TJIaBHO Ha
HAJIMYMETO HAa PEHTTeHOrpa)CKU MPOMEHH B CAKPOWJIMAYHUTE CTABH, HAJIBUIIABAIIM 2 CTEIICH
€THOCTPAHHO.

Ta6auua 1. Momudumupann Hro Mopkcku kpuTepuu 3a aHKHI03Upan crionauuT (1984)
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» KiInHMYHU KpUTEpHUH:

- bomka HHCKO B TBpba M CKOBAHOCT, C MPOABDKUTEIHOCT Ham 3 Mecela, KOSTO ce
mo100psiBa OT Pa3IBUKBAHE U HE ¢ 00JICKYaBa OT MOKOM.

- OrpannueHue B TOABI)KHOCTTA Ha TOSCHUS TPHOHAK B carmTajiHarta W (poHTaTHATA
paBHUHH.

- OrpannueHue B pa3rpbhIIaHETO HA TPHIHUS KOII, CIPSIMO HOPMAaJIHHTE CTOHHOCTH 3a
BB3pAcCTTa U MoJa.

> PeHTreHoJIOTHYeH KPUTEepPHii:

- CakpownuT > 2 CTENeH ABYCTPaHHO WU 3 - 4 CTENEH €THOCTPaHHO.

I[e(l)l/IHI/ITPIBeH AC ce npuemMa, axKo € HaJULUEC PEHTICHOJOIHYHUSA KpI/ITepI/Iﬁ B
Cb4YeTaHHueE C MOHE ¢IMH KINHUYCH KpHTepl/lﬁ.

XpOHUYHUTE KOCTHU M CTaBHU YBpPEAM, KAaKBUTO ca JECTPYKTUBHMTE JIe3UM (€po3uu) u
MPEIMMHO TPOSIBUTE HA HOBO KOCTHO (opMHpaHe (OCTEOCKIepo3a M aHKHIIO3a) Ce Pa3BHBAT
0aBHO B XOJa Ha OOJIECTHHS IPOIEC, MOPaaM KOSTO MOraT Jia MUHAT HSKOJKO TOJMHU Ha
MOCTOSIHHA WM (UIYKTyHpamia OOJeCTHa aKTUBHOCT, MPEIX T€ Ja CTaHAT OTKPUBACMH 4pe3
peHtreHorpadckoTo uscineasane. O6nUaitHO UMa MPOIBIDKUTEIHO 3a0aBsHE OT CPEIHO OKOJIO §
Y TIOBeUe TOAMHHU MEXIy HAyaloTO Ha CUMITOMHUTE M MOCTAaBSHETO Ha JMArHo3ara, OCHOBHO
Mopajyl W3MCKBAHETO 3a JOKYMEHTHpPAHU JOKA3aTEeICTBAa 3a PEHTIeHOTpad)CKU CAKPOWIIHHT.
[opaan ropenocoyenuTe npuunaM Moxuduimpannte Hio Mopkcku kpurepun 3a AC He ca
MTOAXOISIIN 32 JUATHOCTUIIMPAHE B paHHUTE (pa3u Ha OOJecTTa.

B nauanoro Ha 90-Te roAMHM HaBIM3a MarHUTHO pe3oHaHCHOTO u3cieaane (MPU), xoero
OOCKTHBU3UpA Bb3MaJEeHHMETO Ha cakpounnaynute craBu (CH) u rppOHaka, MHOro mnpeau
ne(UHUTUBHAUTE JIE3UH B TAX Jla CTAHAT OTKPUBAaEMH Ha KOHBEHIIMOHAIHA peHTreHorpadus. [Ipu
601HM ¢ HopMainHu CU cTaBu WK ¢ HESICEH/ChbMHUTENEH 00pa3 Ha JIMIIEBa pEHTreHorpadusi, HO
akTuBeH cakpowmutr Ha MPU, curypeH peHTreHorpad)CKu CakpOWJIMUT C€ pa3BUBa B
3HAYUTEIHA TMPOIOPIHS OT MAUEHTUTE ciell 3-7 ToAWHU. BB3HWKHA TMPEIIOI0KEHUETO, Ye
OOJIHUTE C aKCHaJeH CHOHAMJIOAPTPUT, HE3aBHUCHMO OT HAJIMYMETO WM JIUIcarta Ha
peHTreHorpadCcKi MPOMEHH MPUHAIIIEKAT KbM €JHa O0IecTHA LSIOCT.

JlHec TepMUHBT ,,akcuainieH CnA” obxBamia: 1) manueHTH ¢ XpoHHYHA OoJika B I'bp0Oa, KOUTO
umatr AC, neduHupaH ype3 CUTypHH peHTreHorpadcku cTpykrypHu npomenu B CU crasu u 2)
NAIMEeHTH C paHHa Wi abopTuBHa ¢opma Ha CHA, cbC CakpoMIMayHO Bh3naneHue npu MPU
(obpazHo pamo Ha kimacuukanuoHHuTe Kputepuu) wim HLA B27 (kiuHM4YHO pamMo Ha
KJIaCU(PUKAIMOHHUTE KPUTEPUH) B KOMOMHAIMS C TUNMYHUTE ocoOeHocTH Ha CnA (He-
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pentreHorpadckn akcuaieH CmA) (tabm. 2 w 3). JIOHTUTyIMHAIHW TPOYYBaHHUS, COYaT
nporpecus Ha He-peHTreHorpadcekus akcuaieH CnA kM AC B 36-59% ot ciiydaute 3a > 10r.

Tadamua 2. Kinacudukamonau kputepun Ha ASAS 3a akcuaneH crioHauiaoapTpuT (SpA) mpu

nanueHTH ¢ 0ojka B rbpba > 3 Mecela M Bb3pacT MpH HayaloTo < 45r.

CaxpounmuuT oT 00pa3Ho m3cieaBaHe™

TIIFOC

> 1 npusnak Ha CnA#

nin

HLA-B27
ILTIOC

> 2 npyru npusHauu Ha CnA#

# Ilpm3Hamm HA SPA

Br3manurenna 6onka B repba
ApTtput

EnTesur (meTa)

VBeur

Jaxtrmmr

[Icopuaszuc

Bonecr na Crohn/kosut
Jo6bp epext or HCTIBn
®damuHa anamaesa 3a CmA
HLA-B27

IToumen CPIIT

* CakpOWIMUT OT 00pa3HO U3CIIEABAHE

AxtuBHO (OCTpO) BB3masieHne Ha MPU,
BUCOKO  CYCHEKTHO 32  CAaKpOWJIMHT
acoruupan csc CnA

CurypeH peHTreHOrpad)CKi CaKpOHIMHUT
ceriaacao Moguduimpanute NY xpurepun

Kpurtepunte Ha ASAS 3a kiiacuuuupane Ha aKCHAIHUS CHOHAWUJIOAPTPHUT (a ce MpUIAraT nmpu

00JIHM ¢ XPOHUYHA 00/IKa B rbp0a U Bb3PacT IPH HAYAJIO0TO Ha 00JIKaTa B rbp0a < 45 roguHun)

Taoauna 3. Crienudukanys Ha BapuaOUIHOCTUTE U3IOJI3BaHU B KPUTEPUUTE 3a Kiacupukanus
Ha akcuanHus crnoHauiaoapTput Ha Assessment of SpondyloArthrtis international Society
(ASAS)

KiimHMYHYM KpuTepuu

OnpeneneHne

Bu3nanutenna ©Oonka B | ChriiacHO CKCIICPTUTEC: HAJINYUC HA YCTUPHU OT CICAHUTC IICT MapaMCTpu:

rppOa (1) Be3pacT mpu aedrota < 40r., (2) mocreneHHoO Havano, (3) moxobpeHme
IIpH pa3aBIKBaHe, (4) aurca Ha mogo0peHue B MOKOMH, (5) HolHa OoKa
(momobpsiBaia ce cires pa3aBIKBaHE.

Aptpur [IpemmectBan] wiu HalWYeH aKTUBEH CHHOBUT, TUATHOCTHIIMPAH OT

JIeKap

damuiina anamuesa

Hammune Y POACTBCHUIIU IIO ITbpBa HUJIKM BTOpA JIMHHA HAa BCAKO €IHO OT
ciennuTe: (2) aHKWIIO3Wpall CHOHAMNNT, (0) Tcopuasuc, (B) yBewrt, (T)
PEaKTHBEH apTPHT, (1) BH3NAIUTEIHO YPEBHO 3a00II1BaHE
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Ilcopmnaszuc [IpenmecTBant Wiy HaTMYEH TICOPHA3HC, AMATHOCTUIIMPAH OT JIEKap

Br3manurenno uypeBHo | [IpenmectBama win HanmudHa Oosect Ha Crohn wim yiepo3eH KoJwT,

3a00JsIBaHe JUAarHOCTHLIMPAHH OT JIeKap

Jaxktwmmr [IpeamecTBan iy HaJMYeH OAKTWINT, JUATHOCTUIIMPAH OT JIeKap

EnTesut EnTesut Ha meTara: mpemiecTBalia Wik HaCTOAIIA CIIOHTaHHA O0JIKa HITH
YYBCTBUTBIHOCT TPH M3CJEIBaHE Ha 3aJJaBHOTO MSCTO Ha AXHIOBOTO
CYXOKHJIME WM TIaHTapHaTa (acuus 3a KaJKaHeyca.

[Ipenen yBenut [IpeamecTBan iy HAJIMYESH MPEACH YBEUT, NOTBBPJCH OT O()TaIMOJIOT.

Ho6sp  otroBop  kbM | bonkara B rep0a 0T3By4aBa HAIBJIHO U CE€ 0OJIEKYaBa B paMKUTE Ha 24-

HCIIBx 484. cnen nbiHa noza HCIIB.

HLA-B27 [omoxxuTeNeH TecT, CbhoOPa3HO CTaHAAPTHHUTE JJA0OPATOPHU TEXHUKH.

[Tosumen CPIT CPII manx ropHaTa rpaHdIla Ha HOpMaTa B KOMOWHAIUS ¢ 00JIka B ThpOa,
clell W3KIIOYBAaHE Ha JPYrW TPUYAHKA 32 T[IOBHIIEHA CEepyMHA
koHneHTpanuys Ha CPIL

Caxkpounuut Ha | JIBycTpaHen 2-4 craauii Wi €qHOCTpaHeH 3-4 cramuii, choOpa3HO

peHTreHorpadus moaupunmpanure New York' cku kpurepum.

Cakpounuut Ha MPU AKTUBHU BB3MAJIUTEIHU JIE3UM HA CAKPOWJIMAYHUTE CTaBH ChC CUTYPHHU
JAHHU 3a eJIeM Ha KOCTHHS MO3bK/OCTEHT, CYCIIEKTHH 32 CAKpOWJIHHT,
ACOIMHPAH ChC CIIOHAUIOAPTPUT.

CPII, C-peaktuBen mupoteuH; HLA, HCIIB#,

MMPOTHUBOBL3MNAIUTCIIHA CPEACTBA.

YOBCIIKM JICBKOIIMTCH AHTHUICH, HECTCPOUIHHN

HoBute kmacudukanyoHHu KpUTEepuu pasmupuxa cnekTbpa Ha CHA upe3 BKIIOYBAHE Ha
panHuTe Gpopmu Ha 3a0omnsiBaHe B gonbiHeHue KbM AC.

Cuurta ce, ue nauueHTure ¢ akcuasieH CnA (kakto He-peHTreHorpadcku akcuaneH CnA, Taka u
AC) cTpagar oT cepuO3HO U MHBAIMIM3UPAILO 3200 IsIBaHe

e AxcuanHuar CnA 3acara Milali MbXXe U )KEHU B HA-NIPOyKTUBHATa UM Bb3pacT
e Axcuannuar CnA 4ecTo ocTaBa HEpa3No3HAT B IPOABIKEHHE HA TOAUHU

e [lanuentute ¢ He-peHTreHorpagcku akcuaneH CnA u AC umar cxoqHu Oene3u u
CUMIITOMH

e HuBara Ha OojiecTHa aKTUBHOCT TIPU TAIUEHTUTE C HE-peHTreHorpadCKu
akcuaneH CoA u AC ca cXoaHu

e BASFI u BASMI (npeacrasiiy nociaeauuuTe oT 3a00JsBaHETO) ca MaJKO IO0-
BUCOKHM TTpu 60HuTE ¢ AC

OcHoBHUTE KIAMHMYHU cuMiToMu Ha AC ca 6oyika, CKOBAaHOCT, yMOpa U HapylieHa (pu3ndecka
¢byakusa. B panHure Qazu, QyHKIHOHATHUTE OTPAaHHYEHHUsS CE€ AB/DKAT HAa BBH3MAJICHHETO U
OOMKHOBEHO HapacTBaT B X0/a Ha 00JecTTa, KOETO € CBbP3aHO C HOBOTO KOCTHO (pOpMUpAHE.
KnuHuyanTe CcHUMOTOMH U TOCHeABamiaTta OoNeCTHa WPOTpecHs BOMAT JO 3HAUYUTEIHU
(YHKITMOHATTHY 3aTPYIHEHHUS U TIOBIMsBAaHE HA 3[PaBHO-00yCIOBEHOTO Ka4eCTBO HA KUBOT.
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Boakara B repbéa ce cpema B Hax 80% or olOmiata momysaius. 3aToBa € BaXKHO Jia Ce
otOenexu, ye npu AC T4 numa cnerududHr 0coOOEHOCTH, KOUTO s OTJIMYaBaT OT MEXaHWYHAaTa
Oonka B rppOa: 1) Be3pact npu aedrota < 40r., 2) MOCTENEHHO Hayayio, 3) mogoOpeHue cien
pa3aBukBaHe, 4) IUIica Ha OJ00pPeHHE OT TIOKOH, 5) HotmHA OoJika (TI0J0OpeHHe Clie]] CTaBaHe
or cbH). bonkata npu AC ce cpyeraBa ¢ 4yBCTBO Ha CKOBAaHOCT HUCKO B I'bp0a, KOATO ce
BJIOIIABA HA pa3ChbMBAaHE W TMOHSKOTa NpoabbKaBa Hajy 3 yaca. M nBara cumnroma ce
MoI00psIBAT OT TOPENI Ay, YIPAKHEHUS U PU3NIecKa aKTHBHOCT.

N3BBH-cTAaBHATA YYBCTBHUTEJIHOCT € YECTO OIUTAKBAHE MPU MHOTO OT OonHmTe. TS € u3pa3 Ha
SHTE3UT, BB3MAIUTEIHA PEaKiHs Ha MHCEPIUATa Ha CYXOXKWIMETO 3a KOocTTa. UyBCTBUTEIIHH
MeCTa Hal-4ecTO ca KOCTOCTepHAITHHUTE ChUICHEHHs, processi spinosi, cristae iliacae, trochanter
major, tuberositas ossis ischii, tuberculi tibiae nnu neture (AXUIOBO TCHAWHUT WX TUTAHTApEH
¢dacuuut). PEHTreHOIOrMYHO Ha TE€3M MECTa MOTaT Jia Ce U3sIBAT IIUITOBE/IIIOPH.

Iepudepuusar apTpuT (THIMYHO ACUMETPHYCH OJIMTOAPTPHUT HA JOJHHUTE KPaHHHIM) Ce cpela
npubnusutento B 25% ot 6oiHuTe. O6MUaiiHO Bh3HUKBA KbCHO B X0Ja Ha Oojectra. YecTo ce
3acsraT “‘akcHanHuTE” CcTaBM (Ta300€ApeHM M paMEHHH), KOETO MOXE Ja IpeIu3BUKa
3HAUMTENHa (PU3NYecKa WHBAIUIHOCT, OCOOCHO KOTaTO MAapalieIHOTO € YBpEAEH IpbOHaKa.
Konennure cTaBu ChIllO0 MOTarT /1a ce 3acerHar, 00M4aifHO ¢ MHTEPMUTEHTHU U3JIMBH. 3aCATaHETO
Ha TEMIOPOMaHANOYIapHHUTE CTaBH ce cpema B okoso 10% ot 6omHuTE.

Bp3nanurennuTe peBMaTn4HU 3a00JsIBaHUS ca CBbP3aHHU C MOBHIIEHA KOCTHA 3ary0da U KocTeH
TbpPHOBBP. ToBa BOAM /[0 HaMmaleHa KOCTHA MHUHEpalHa IUIBTHOCT U  OCTEONOpO3a.
BepreOpanauTe nedopmarun ca HeMH XapakrepeH npusHak. OcTeoneHnsTa ce Habro1aBa omle
B paHHUTC CTaIuW Ha AC. TloBumieHa e 4yectoTara Ha CHMIITOMATHUYHUTE OCTCOMMOPOTUYHHN
BepTeOpasinun ¢paktypu. Te pompuHaciTt 3a rpbOHauHata OoOJKa, CKOBAHOCT M 3aryba Ha
IIOJABMIKHOCT.

W3BBHCKENETHUTE MPOSIBA Ha 0OJIecTTa BKIIOYBAT OOIIM CHMIITOMH, OYHH, KapI0-BaCKyJIapHH,
0enoapoOHN MPOsIBH, HEBPOJOTMYHO U OBOpedyHo 3acsrane. Yecto ce HaOmomaBaT ymopa,
penyKIHs Ha Tero U cyodedpuiiHa TeMnepaTypa.

Haii-yectaTta exkcTpa-apTHKy/lIapHa TpOsBa € OCTPHA NpeleH YBeUT HJIU HPUIOUMKIUT,
cpemtaiy ce B 25 1o 30%. Hauanoto Ha O4HOTO BB3MaJIEHUE Hal-uecTO € OCTPO M TUIIUYHO
€IHOCTPaHHO, HO aTakuTe Morar ja ce peayBaT. OKOTO ce 3auepBsiBa U € OOJIE3HEHO, ChC
3putenHu yBpeau. Yecto uma ¢potopoOust U 3aCUICHO ChiI3eHe. AKO OYHOTO BB3MAJICHUE HE Ce
JIEKyBa WJIM JICYEHHETO ce 3a0aBU, MOXKe Jla ce 00pa3yBaT 3a/lHU CHUHEXMHU U riaykoma. [loBedero
aTaku yTuxBar 3a 4 10 8 ceamuuu 0e3 MOCIEAMIHM, aKO CE 3all0o4YHe HAaBPEMEHHO JICUCHHE B
paHHUS CTaJIAMN.

[IposiBuTEe Ha CHpPAEYHO y4acTHe BKJIIOYBAT AOPTUT HAa aCICHJEHTHATa aopTa, aOpTHA KJAIHa
HE/IO0CTaThUHOCT, NMPOBOJHU HApYyLICHUS, KapJUOMETajius U NepUKapIuT U ca MO-XapaKTepHH
1py OOJIHUTE C MMO-TOJIIMa IPOABIKUTENHOCT Ha OonecrTa (15-30r.).

24



BenoapodnoTro yuacrue ¢ psjaka u KbcHa mnposisa Ha AC. Xapakrtepusupa ce ¢ 0aBHO
nporpecupaiia Gudpos3a Ha TOPHUTE JsI0Be HA Oenute ApoOOBe, KOATO ce U3SBSIBA CPEIHO JBE
JeKaJy Clie]] Ha4yajaoTo Ha croHauinTta. beroapobHara BeHTUNIAMs 0OUYAtHO ce MOAIbpKa B
HOpPMAJTHH TPaHUIH, TOPAIU MOBUIICHOTO y4acTHe Ha auadparmara B TUXATCITHUTE JBUKCHHUSL.
Taka ce kommeHCHUpa PUTHAHOCTTa Ha TIpbJHATA CTEHA, JIBJDKAIlAa CE HAa BBHBIMYAHETO HA
IPBIHUTE CTAaBU BbB BB3MATUTEIHUS IPOLIEC.

HeBponornunure kommiukamuu Ha AC morar ga ObIaT Npenu3BUKaHU OT (pakrTypa,
HecTaOMIIHOCT, KoMIpecus WiK Bb3naneHue. CHHAPOMBT Ha cauda equina € psAIKO, HO TEXKKO
ycnoxHenne Ha nwiarorogumer AC. 3acaratr ce jgymOocakpadHUTE HEpBHU KopeHueTa. ToBa
Ipeau3BUKBa OOJIKa U 3ary0a Ha CETUBHOCT, YECTO Ca HAIMIE YPUHAPHHU U YPEBHH CUMITOMH.
[TocTeneHHO ce M3SBABAT M3IyCKaHE IO MajKa M TOJsIMa HYXJA, UMIOTEHTHOCT, 3aryda Ha
YyBCTBUTEIHOCT Ha CENAUIIHATA O0JIACT M MOHSAKOra 3ary0a Ha TJIe3eHHU KOHBYJICHH.

[Ipu romam asn ot mauuentute ¢ AC ce ycraHosaBa IgA Hedponarus. M3saBara i1 yecto ce
CBITBTCTBA OT MOBHUIIeHH HUBA Ha IgA B cepyma (93%) u yBpena B OnOpeunara QyHKIuUs
(27%). AMunougo3ata (BTOpUYEH THUII) € PSAAKO YCIOKHEHHE.

I11. InarnocTuyHo noBeeHue

3a na ObAe MocTaBeHa JMarHo3ara paHo, HaBpeMe, JieKaps TpsOBa Ja U3BBPIIH 3aAbJI0O0UYECHO U
IBJIHO (DM3UKATHO H3CIIeABaHEe, KOMOWHHUPAHO C HAW-CHBPEMEHHH OOPa3HOIWATHOCTHYHU H
W3CIICIBAHMSL.

Du3ukanno uzcneosane

I'pvonauna nodsuscnocm. llpu m3cnenBaHe Ha rpbOHaKa, OOMYAalfHO c€ OTKpUBA HM3BECTHO
OTpaHUYEHHUE B MOJIBUKHOCTTA HA MOSICHUS OTJAEJ, KOETO C€ YCTAHOBSIBA MPH MpeaHa (HIeKCHs,
XHUIIEPEKCTEH3Us WK JlaTepaiHa ¢uiekcus. PaHHOTO M3rnakaane Ha (hU3HoIorHYHaTa JrymMOanHa
JIOp/I03a C€ YCTaHOBsABa oImie ¢ oriea. lecTbT Ha Schober e mone3eH 3a OTKpUMBaHE Ha
OrpaHUYEHHUETO B mnpenHata ¢uiekcus. Jlumcara Ha yBeln4aBaHE HA pa3liMKaTa OT M3IPABEHO
MOJIOKEHHE JI0 MAaKCUMAIHO HaBEeXXJaHE HaIlpe IPU U3MPaBEHU KOJIEHE MEXy MpeaABapUTEITHO
MapKHpaHUTE TOYKH (processus spinosus Ha MeTd MmosiceH mpeuuieH u 10 cM Harope 1o
cpeauHHaTa auHMA) oT 10 Ha 15 cM, e mpH3HAaK 3a peaylupaHa MOABMKHOCT HAa MOSCHUS
rppOHak. HamansBa ce chino satepanHaTta Quiekcusi, KaTo poTaluusaTa Ha rpbOHaKa MoOXKe Jaa
MPUYUHM OOJIKa.

Ioosuoicnocm Ha epvOHus kow. Yecto B paHHus craauit Ha AC ce ycTaHOBsIBa J€Ka 0 yMEpeHa
peayKuus Ha IOABMXKHOCTTA Ha rpbaHara kierka. HamaneHue mox 5 ¢M mpu mutagu Xopa, C
MOCTETIEHHO Bb3HMKHAJIa XPOHUYHA Bb3MaJUTENIHA 00JIKa HUCKO B I'bpba € MHOIO CYCIIEKTHA 3a
AC. TlonBuxHOCTTa Ha IpbAHATA KJIETKa TpsAOBa Jla ce M3MepBa IMPH MaKCHMAaJIHO BIHILIBAHE
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CJICa (bOpCI/IpaHO MaKCUMaJIHO U3AUIIBAHEC Ha HUBOTO HAa YETBBHPTO Me>1</:[ype6p1/1e IIPpU MBXKETEC U
HEIIOCPEACTBCHO IO I'bPAXUTEC ITPU KCHUTE.

B chBpeMueTo mMpOKO BB3NPUET MHICKC 3a u3cieaBane Ha OosHuM ¢ AC € MeTpOJOTHYHHS
ungekc Bath Ankylosing Spondylitis Metrology Index (BASMI). Toit BkirouBa 5 KIMHHUYHH
M3MEPBaHUs, KOUTO HAW-TOYHO OTpa3siBaT aKCHAJIHHs CTAaryc (T. €. IEpBUKAICH, TOPAKaJCH U
MOsICeH TPBOHAK, Ta30-0€IPEeHN CTaBH M Ta30BU MEKH THKAaHH): TParyc — CTEHa, MOJUPHUIUPaH
TecT Ha Schober, mepBUKaHa poTalus, TyMOallHA CTpaHWYHA (DIEKCHUS U WHTEPMAIICOJIAPHO
pas3CcTosTHUE.

Eumesum. HannumeTo Ha eHTE3UT MOXe Ja ObJIe OIICHEHO Ype3 M3CJe/IBaHe Ha tuberositas 0ssis
ischii, trochanter major, processus spinosus, KOCTOXOHAPAIHUTE M MaHYOPHOCTCPHATHHUTE
chwicHeHHs, crista iliaca. J[OMBJIIHUTETHM TIPOSBH HA EHTE3UT ca AXWIOBHS TEHIAWHHUT W
TUTAaHTapHUS (aCIUUT.

Cakpounuum. [upextHuar Hatuck BbpXy CHU craBum Moxe ga npeaus3Buka 0oJika, KaKTO U
CHEIMATHUTE MMPUHOMH 32 M3CIICIBAHETO UM, BBIIPEKH, Y€ TE3M TECTOBE HE ca crienupuyau. Te
Morar ga ObJaT OTPULIATETHU MPU PAHHOTO 3a00JIsIBaHE WJIM Ja C€ HETaTUBHU3UPAT B KbCHUTE
CTaJluu, Thi KaTO BH3MAJIEHUETO Ce 3aMecTBa OT ()MOPO3HA MIIM KOCTHA aHKHII03a.

IV. JlaGopaTopHu Tecrose

PyTunHuTe KpbBHM IpoOU He ca nojesHu. Br3nanmutennute 6uomapkepu CPII u CYE ca nmom
MHJUKATOp Ha OosnecTtHata akTUBHOCT Npu AC, 3a pa3iuka OT peBMAaTOMIHUS apTPUT U CBIIO HE
oTpa3sBaT TOYHO Nporpecusita Ha peHTreHoButTe npomeHu. [lpu 15% ot Gomnute ¢ AC ce
pa3BHBa JIEKOCTEIIEHHA HOPMOXpPOMHa aHemHs. YacT OoT cTpajgamure OT 3a00JsBAHETO HMaT
MOBHUIIIEHA cepyMHaTa ankainHa ocdarasza (mpousxoxaamia oT KOCTTa), 6€3 /1a € HaJluIle Bpb3Ka
C aKTHUBHOCTTa WJIM NPOABIDKUTETHOCTTAa Ha 3alossgBaHeTo. YUecTo ce ycTaHOBABa W3BECTHO
MOBMIIICHUE Ha cepyMHHUA IgA, yneTo HUBO Kopenupa ¢ ocTpo(a30BUTE pEaKTAHTH.

Ompenensuero Ha HLA-B27 anTureHn wim reHa 3a HEro € M3CJEIBaHE C BHCOKA OTPHIATEIHA
IIPEIMKTUBHA CTOMHOCT - OTPULATENHUAT DPE3YyATaT € ToJsiMa HaAeKIHOCT OTXBbpist AC,
3a10To 0K0JI0 91-95% o1 60aHMTE ¢ AC B OBJArapckara nomysanus ca HOCUTENN Ha TO3U I'eH.

V. O0pa3uu uscjieaBaHus
Kongenyuonanna penmezenozpaghus

PCHTFGHOFpa(I)CKI/ITC HaxXOJKH IIpU CAKPOMJIMHUT Ca o0uJaitHo CUMCTPUYHHU W BKJIFOUBAT: 1)
HCACHU OUYCPTAaHUA W 3aMbIIISIBAHC Ha Cy6XOH)1paJ'IHaTa KOCTHa IIJIaCTUHKaA 2) €po3run Ha
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noajexamara KocT (¢ ,JceBAopa3lIMpeHue” Ha CTaBHAaTa MeXAHHA), 3) CcyOXoHIpaiHa
0CTe0CKiepo3a, 4) oOpazyBaHe HA KOCTHU MOCTOBE U ITbJIHA KOCTHA aHKWi103a Ha CU cTtaBwu.

[IpenopbuBa ce MPOBEXKIAHETO Ha JIMIEBA M MPOQUIIHA MPOEKUHUs Ha MOSCHUTE MPEIUICHH U
npodua Ha MHUHHU TpenuieHd. PeHtreHorpadckute mMpoMeHH Ha IPBLOHAYHUA CTHJAO ca: 1)
CKJepo3a U epo3uu Ha mnpuiexamurte Ao anulus fibrosus briiM Ha npenuieHHUTE Tena, 2)
KBaJIpaTH3aIys Ha MPEIUICHHUTE TeNa, 3) CHHAeCMOPUTH, 4) IBJIHA KOCTHU MocToBe. [Ipu vact
0T OOJTHUTE MOKE J]a HACTBITU ITBJIHO CIIOSIBaHE HA IPBOHAYHUS CTHIIO (,,0aMOyKOB TpHOHAK™).

Komnwomuvpna momozpagun na cakpounuaynume cmaeu

KT mo3BonsiBa mo-gerainen obpa3 Ha aHaromusara Ha CH cTaBu M MO-TOYHO OOEKTHUBHU3UPA
XPOHUYHUTE KOCTHU IPOMEHH, ABJDKAIM CE Ha CAKPOWJIUHUT - €PO3MHM M YaCTHYHA aHKHUJI03a,
KOUTO MOraT Ja He€ c€ BHMIIT Ha KOHBEHIIMOHAJHA peHTFeHOFpa(bI/IHGO. Ilonesna e u 3a
nudepeHnraiHaTa quario3a ¢ addysHarta uaMoONaTHYHA CKEJIETHA Xurepocrosa (0osiecTt Ha
Forestier).

Maznummno pe3onancno uscneosane na CH cmaeu u cpvonauen cmvio

OcHoBHOTO mpeauMcTBOo Ha MPU e, ye Moxke 1a 00EKTHBH3UPA OCTPHUS BB3MAIMTEICH MPOIIEC
KaKTO B KOCTTa, Taka U B CU cTaBu - CAaKpOMJIUHUT, CIOHIUINT U CIIOHJIUIOIUCIUT. AKTUBHOTO
BB3nanenue Ha CU ctaBu, apmkaiio ce Ha CA MoXke J1a ce BU3YyalIn3upa KaTo KOCTHO-MO3bYCH
enem/octent, cMHOBUT Ha CU cTaBu, €HTE3UT WM KalCyluT. JIe3unTe Ha CTPyKTypHA yBpea Ha
CH craBu Morar Ja ce u3sBAT KaTo CyOXOHpaaHa CKJIepo3a, epOo3ruH, MACTHH JICTIO3UTH, KOCTHU
MOCTOBE/aHKHII03a.

B’BHpeKI/I Y€ OT BBIMNAJICHHUCETO C€ 3acidrar BCHYKHUTE TpU I‘pT)6Ha‘~IHI/I CErMcEHTa, Hail-4yecTo
AKTUBHU HNPOMCHU C€ OTKPHUBAT B JOJHHA OTACI Ha TOPAKaJIHUA FpT)6HaK. HpI/ISHaHI/ITe Ha
aKTUBHOCT Ha 0OOJIECTTa ca €/IeM U/WJIM KOHTPACTHO YCUJIBAaHE, KOUTO OOMYAHO C€ JTIOKATU3UpaT
10 BITIMTC Ha MPCHIIICHUTE. XpOHI/IqHI/ITC MPOMCHHU Ca MACTHO OTJIaraH€ B KOCTHHUA MO3BK IO
BepTeOpaIHUTE TJIACTMHKH, HOBO KOCTHO (OpMHUpAHE C YACTUYHO WU MBJIHO CIMBAaHE Ha
MIPENUICHHUTE TeNa.

Kocmna cyunmuzpaghusn

CuunaTHrpadusTa ce HM3IMON3Balle B MPOABDKEHHE HAa MHOTO JECETHJIETHUs] 3a OTKPHMBAHE Ha
AKTMBHOTO BBb3NaJeHUWE Npu nanueHtuTe cbc CHA, HO Be€Ye HE HWIpae ChUIECTBEHA PO 3a
JUAarHOCTULIMPAHETO W TMPOCHEAABAHETO WM, MOPAaA OrPAHUYEHATAa CU CEH3UTUBHOCT U
cneruduanoct. [Tonacrosiem e 3amenena or MPU.

Yampaszeykoea ouaznocmuka

VYaTpa3BykoBoTo u3cneaBane npu OomauTe ¢ AC € OT moJi3a MpH yCTaHOBSIBAHE HAa €HTE3UT U
Oypcut. To € mo-4yyBCTBUTENEH METOJ 32 OTKPHMBAHETO HA TE3M MPOMEHH OT (HHU3UKATHOTO
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u3cienBane. B kIMHUYHATA MTPaKTHUKA MMOJIIOMara JuarHo3ara, KakTo U JISYCHHUETO C acIIUpaIus
W/WIIM KOPTUKOCTEPOUTHU WHIKEKIIMH 10T Y3 KOHTPOJI.

/leoitno enepeuiitna penmezenoea aocopoyuomempusn (DXA)

Octeomnopo3ata Ha rppOHaka 1 ThC kaTo pe3ynraTt Ha Bh3NAJICHHUETO YecTo ce aconuupa ¢ AC u
ce pasBHBa mapainenHo ¢ ¢opmupaHero Ha cunpecmodputu. DXA Ha OenpeHara muiika U Ha
MOsICeH rpbOHAK B JIMIIEBA MPOEKINS € Hali-4ecTO M3IMOJI3BAaHUSI METOJl 3a OIlCHKa Ha KOCTHATa
muHepaiaHa trbTHOCT (KMII) mpu moct menomay3amam >xkenu. IIpm AC, DXA Ha mosicHUA
rppOHaK Moxke aa nane ¢anmuBo noBuiieHu croiHoctd Ha KMII mopamm nanuumero Ha
KOCTHO-TIpoideparuBHn npoMeHu. [1o-1o0bp MeTon 3a M3MEpBAaHETO i € MpHIIaraHeTo Ha
npopunna DXA 3a mosicHust rppOHaK. ['pemikara mpu u3MepBaHETO MOXKE Ja ce u30erne upes
M3I013yBaHEeTO Ha KonumyecTtBeHa KT.

V1. Ctparterus Ha Tepanusira
HCIIBn
1. HCIIBx B Hali-HUCKAaTa BH3MOXKHA e()eKTUBHA J1034.

2. Axo HCIIBm, npueman B MakCMMallHa TIOHOCHMMA J103a 3a 2-4 CeJIMHUIM HE TMOBIHUSIBA
aJiekBaTHO OoJIKaTa, TpsAOBa a ce MOMHUCIH 3a npuiiarane Ha qpyro HCIIBi.

buonornyaun BMAP#x

1. Adalimumab, certolizumab pegol, etanercept, golimumab, infliximab, ixekizumab u
secukinumab ce mpuarar 3a JiedeHHE HA TEKKH aKTHBHHM aHKHJIO3HMPAIIX CIOHIHIATH
MpU BB3PACTHU, TPU KOUTO HE C€ TMOCTUTA aJeKBAaTE€H KOHTPOJ Ha 3a00JSBAHETO, WU
kouto He noHacsaT HCIIB:. Infliximab ce npenopbuBa camo ako Tepanusra € crapTupaHa
¢ Haii-eBTuHUA infliximab-cbabpikany npoIykKT.

2. I/I360p’I)T Ha TCpanunsa C€ OCHOBaBa Ha AUCKYCHUA MCEKAY MCIUIHUHCKUSA CICHUATIUCT U
ManueHTa OTHOCHO MPUEMYHICCTBATA U HEAOCTATHUUTEC Ha HAJIMYHATA TCpaIius. Axo e
BB3MOKHA ITOBCUYC OT €JHa TCpariusd, TO TOraBa Ce€ I/I36I/Ipa BB3MOKHO Hal-eBTHHATa OT
TAX.

3. EdexruBHoctra Ha adalimumab, certolizumab pegol, etanercept, golimumab wm
infliximab, Tps6Ba 1a ce orneHr Ha 12Ta ceaMuIlAa OT HAYAJIOTa HA TepanuATa. |epanusra
MOJKe€ JIa TPOIBIIKH CaMO aKO MMa sSICHA TEHACHIINS 3a KIMHUYEH OTTOBOP, U3pa3siBalll ce
B:

a. Penykuus na BASDAI unnekca ¢ 50% ot cToifHOCTTa My Npeau JEUYEHUETO HIN
C > 2 eMHULU U
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b. PGIIYKI_[I/IH ¢ > 2 cM Ha cnMHaJHaTa 00JIKOBa BH3YyJIHA aHAJIOI'OBa CKaJla.

4. Tepamnus ¢ apyr tymop Hekportusupai Gaxtop (TNF) — anda uaxudburtop ce mpemnopnusa
IpHU TAIMEHTH, KOUTO pPa3BUBaT HEMOHOCUMOCT, WM TP KOHWTO 3a00JIIBAaHETO HE Ce
noBnusiBa OT bpBUs TNF MHXUOHUTOp, WM TIPU KOUTO HE ce HAOII0JaBa MO-HATAThIICH
OTTOBOP CIIE/ IbPBOHAYAIHO MPOSIBEHUSI.

5. Secukinumab ce mnpenopbuBa 3a JieYEHHWE HA BB3PACTHU MAIMEHTH C AaKTHUBEH
AQHKWJIO3MpAIl CIIOHIMIUT, YueTo 3a00JIIBaHe He ce moBiusABa afekBatHo To HCIIB wim
TNF unxuburopwu.

a. OtroBopbsT KbM secukinumab TpsiOBa 1a ce oreHu 16 cenMHIM Clie]l Ha4aloTo Ha
TepanusTa U TePaIusaTa ¢ Hero MOXke Jia MPOJIbJDKU, CAMO aKO MMa:

i. Penykums wa BASDAI wunzmekca ¢ 50% oT croifHOCTTA My MNpeau
JIEYEHUETO WU C > 2 eAUHULH U

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

6. Ixekizumab e mokazaH 3a BB3pacTHU MALMECHTH C aKTHMBEH AHKHUJIO3WPAI CIOHIWIHUT,
KOMTO HE Ca Ce MOBIMIM OT KOHBEHLMOHANHara Tepamus. Ixekizumab e mokaszan 3a
JeYeHWe Ha BB3PACTHU MAIMEHTH C AaKTUBEH HEPEHTIeHOrpa)CKH aKCcHaleH
CIIOHJIWJIOAPTPUT C OOEKTHUBHM IPH3HAIM Ha BB3MAJICHUE, KOUTO CE HU3pa3siBaT B
nouiieH C-peaktuBeH npotenH (CRP) u/Mam MarHMTHO-PE30HAHCHO H300pa)KeHHE
(AIMP), kouTo ca uMaTM HENOCTAThYEH OTTOBOP KbM JIEYEHHE C HECTEPOUTHU
nporuBoBb3nanurentu cpeacrsa (HCIIBC).

3a ixekizumab TpsOBa na ce uMa NpeaBUA NPEKbCBAHE HA JIEUCHUETO IpHU
MAIMEeHTH, KOUTO He ce moBiusaBar ciex 16 1o 20 ceamuna Ha neyenne. Hsixon manueHTn
C IIbPBOHAYAJIEH YACTHYEH OTTOBOP MOXE BIIOCIEACTBUE @ C€ TOAOOpAT TIpH
MpobJKaBaHe Ha jJedeHueTo cien 20-Ta ceqmuna.

VIl. CbrBpemenHo Jeyenue Ha AC

I'maBHata nen Ha seueHnero Ha AC e 3ama3BaHe M NONIbpPXKAHE HAa KPAaTKOCPOYHOTO U
IBJITOCPOYHOTO CBBP3aHO CBhC 3/IPAaBETO KAaue€CTBO HA YKUBOT, YpPE3 KOHTPOJI Ha CUMITOMUTE U
BB3IMAICHUETO, IMpeJana3BaHe OT JeGopMaluyd M WHBAJIUAHOCT, ABDKAIIM C€ Ha CTPYKTYpHA
yBpeAa B pe3yiaTaT Ha HOBOTO KOCTHO (opMupaHe M TOJAbpKaHe Ha (QYHKIMITA H
COLMAIIN3ALUATA.
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®durypa 2. I'padpuuno o6obOmeHne Ha mpenopbkuTe 3a JedeHue Ha AC, Oa3upaHo Ha
EKCIIEpPTHOTO MHECHUE Ha KJIIMHUIMCTUTE W JIOKA3aTeJCTBa OT HAyYHU M3ciienBaHus. bonecTHara
MPOrpecHs C BpEMETO € MPEJICTABeHA 110 BEPTUKAIATa B IIOCOKA OT TOPe HAJIOITY.

Mpenopbku Ha ASAS/EULAR 3a neueHue Ha AC

TNF u IL-17 A uaxuburopu

OGyuenne, S En

JIDOK,

(u3uKamHa AKCHAIIHO NepudepHo A

Teparm 3a0o0JIsIBaHe 3abonasaHe H

pexadunuranusi, a 2

MaMEHTCKHA Sulfasalazine I /

aCOIIHaIINH, r P

IrpyIu 3a JIoKanHKU KopTUKOCTEPOUAN e y

B3aMMOITOMOIII T P
u r
IT n
u A

Ta6auua 4. [IspBu npepaboten Bapuant Ha npenopbkute Ha ASAS/ EULAR 3a neuenue Ha
AC

BceoOmmTe npuHIMIHM 3a Jedyenue Ha 6oauuTe ¢ AC ca:

» AC e TOTeHIMAHO TEXKKO 3a00JsiBaHE C pa3IMYHU TPOSIBH, OOMYAHO H3HCKBAIIH
MYJITHIUCUUIUTMHAPHO JIeY€HHE, KOOPAMHUPAHO OT PEBMATOJIOT.

» IIppBuuHara nen Ha nedennero Ha oonaute ¢ AC e 1a ce moo0py JBIrOTPaifHO CBEP3aHOTO
ChC 3APABETO KAueCTBO HA XHUBOT Ype3 KOHTPOJHpAHE Ha CHUMIITOMHUTE W BB3IMAJIECHHUETO,
NpEeBEHIMs Ha Mporpecupaliara CTPYKTypHa yBpela, 3ama3BaHe/HOpMalM3MpaHe Ha
(GYHKLIMATA U COLMATM3ALIUATA.

» Jleuenuero Ha AC TpsiOBa Jla € HACOYCHO KbM MOJ00pSIBaHE HA TPUXKKUTE U Ja € 0a3upaHo Ha
CHBMECTHOTO pEIICHNE Ha MallueHTa U PEeBMaTOJIOra.

» OnTtumanHoTo JnedyeHne Ha mnanueHtute ¢ AC  uW3MCKBa KOMOMHHMpaHe Ha He-
(hapMakoIornyHu U PapMaKOIOTUYHU TePAIIeBTHYHH CPE/ICTBA.

1. O0M NPUHIUNN HA JieYeHne

Jleuenneto Ha 6oHuTE ¢ AC TpsiOBa a € choOpas3eHo C:

» Hacrosmmre mposiBu Ha Oojectra (akCHalHHW, TNepupepHH, EHTE3WalHH, eKCTpa-
ApTUKYJIapHU CUMIITOMH M TIPU3HAIIN).

» CreneH Ha W3Pa3eHOCT HA M3SIBEHUTE CHUMIITOMH, KIMHHYHUA HAXOJIKH M TPOTHOCTHYHU
Oenesn.

» OO0mr KIMHUYEeH cTaTyc (BB3pacT, I0J, KOMOPOMIHOCT, CBHIIBTCTBAIO JICUCHHE,
TICUXOJIOTHYHU (haKTOPH).

2. MouuTopupase Ha 0oJiecTTa

MonuTtopupaneTo Ha 6osectta npH nanuenture ¢ AC TpsOBa aa BKIIOUBa:

» Ucropus Ha 3a0051sBaHEeTO (BKJI. BHIIPOCHHIIN)
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» KimHUYHYM nokasaTenu
» JlaGoparopHu TecToBe
» OOpa3HH U3C/CABAHUS
l'openocouennte na ca ch00pa3eH ¢ KITMHUYHUTE IPOSBH, KaKTO U ¢ Habopa oT cpeacTBa Ha ASAS.

YecToTaTa Ha MOHUTOPHpPAHE Aa Ob/Ie MPEleHeHa HHANBUTYaTHO B 3aBUCHMOCT OT:
» EBomronmsra Ha CHMIITOMHUTE
» Texectra
» Jleuenuero
3. He-dapmaxoJioru4Ho jieyeHue
» KpailbI'bIHUAT KaMbK Ha He-()apMaKoJOTMYHOTO JieueHHe Ha manueHTuTe ¢ AC e TAXHOTO
o0y4eHue U peJoBHA JieueOHa PU3KYIATYpa.
> VYnpaxHeHusTa B goma ca edexkrtuBHu. PH3nMKanHaTa Tepamnmus, ChbC 3eMHA WM ITOJBOIHA
TUMHACTHKA TOJl KOHTPOJI, MHANBHAYAIHA WIH TPYIOBA € 3a MpeInoYnTaHe, Thil KaTo e 1mo-
e(eKTHBHA OT YIPAKHEHHITA B TOMA.
» TlanmeHTCKUTE acONMALMK ¥ TPYIHTE 332 B3aHMMOITOMOII ca OT T0JI3a.
4. ExcTpa-apTHKYJAPHH NPOSIBU M CHITBTCTBAIIM 3200 15IBAHUS
» UYecto HaOmOAaBaHUTE EKCTpa-apTHUKYJIapHH NpOSIBH, HaIp. Icopuasuc, yBeuT u BU3,
TpsiOBa J1a ce JIeKyBaT B KoJabopalus ChbC ChOTBETHUTE CIICIIHATHCTH.
> PeBmaronosute TpsOBa 1a ca OAUTETHH MO OTHONICHHE Ha MOBUIICHHS KapIHOBACKYyJIapeH
PHCK U OCTEOTIOPO3a.
5. Hectepouanu NpoTHBOBH3NAIMTETHH JE€KAPCTBA
» HCIIBn, BIrOYHTETHO KOKCHOWTE, Ce MPENOphUBAT KATO JIEKApCTBA OT ITbPBA JIMHUS 3a
manueHTuTe ¢ AC, KOUTo UMat 00JIKa U CKOBAHOCT.
» Tlpoawmxurensoro neuenne ¢ HCIIBa e 3a npeamounTane 3a manueHTHTe ¢ MEPCHCTHPAILO
aKTHBHO, CAMIITOMAaTHYHO 3a00JIBaHE.
» Koraro ce mpexmucar HCIIBn, tpsi6Ba na ce uma mnpeaBua KapaHOBAaCKyJapHHS,
racTPOMHTECTUHAIHUS U ObOPEUHHS PUCK.
6. AHaJreTHI N
» AmHanreruiyre, Kato paracetamol u omuonau (og00HM), Ce UMAT TPE BUJI IIPH OCTAThYHA
Oorka, CJie/l KaTo MPEeALIecTBaIlo MPEnopbhbUaHoTo Je4eHHe € OMI0 C HeIoCTaThyeH e(deKT,
MPOTUBOIOKA3aHO W/HITH JIOIIO TOJICPUPAHO.
7. T TI0OKOKOPTHKOMIH
> Jla ce mmar mpex Bunx JokamHure ['K WMHKeKIMM B MecTara Ha MYCKYJOCKEIETHO
Bb3IaJICHHE.
» VYmnorpebara Ha CUCTEMHH TTIOKOKOPTHKOMIM 32 aKCHAITHOTO 3acsiraHe He ce MOAKpENs OT
JI0Ka3aTeIICTRa.
8. bBoJsiecto-MoaupuuMpamm AHTHPEBMATUYHH JIEKAPCTBA
» Jluncear nokasatenctBa 3a edukacHoctta Ha BMAPJI, Brimountenno sulfasalazine wu
methotrexate 3a sieueHreTO Ha AKCHAIHOTO 3a00JIsIBAHE.
» Sulfasalazine moske 1a ce uMa mpe/ BU IPHU MAIIMEHTH ¢ iepudepeH apTpHT.
9. buosornuau BMAPJI
9.1 Anti - TNF Tepanust
» Anti - TNF Tepanusta 1a ce Ha3HaYaBa Ha MAI[MEHTHTE ¢ MEPCUCTHUPAIIO BHCOKa 0OecTHA
AKTHUBHOCT, BBIIPEKH KOHBEHIIMOHAITHOTO JICUEHHUE, ChIIIACHO NpernopbhKuTe Ha ASAS.
» Hsama mokasarencTsa B MOAKPENa Ha 3aIbJKUTEIHOTO u3non3Bane Ha BMAPJI npenu, vinu B
komOuHanws ¢ anti - TNF Tepanusita npu naiyeHTUTe C aKkCHaIHO 3a00JIsIBaHe.
» Jluncear moka3aTelicTBA, MOAKPEINSIIM pas3iukaTa B epuKacHOCTTa Ha paznuyaure T NF
WHXUOUTOPH BHPXY aKCHATHHUTE U NepudepHHUTe/CHTE3NaTHUTE POsSBU Ha OoJiecTTa, HO MpH
Hasmureto Ha BY3 TpsbBa na ce B3eme moa BHUMaHUE e(pHKACHOCTTA MO OTHOLICHHE Ha



racTPOMHTECTUHAIHUS TPAKT.
» TlpemunaBanero kbM BTOopu TNF - Giiokep MOe J1a € yCHenHo, 0COOCHO MPH MALMEHTHTE C
M3YepIIBaHE HAa OTTOBOPA.
9.2 IL-17 A unxuduropu

» Tepanusra c IL-17i e ¢ nokazana edukacHoct kakto npr TNF HauBHM ManueHTH Taka u
MIpH MarueHTn ¢ Heycnex ot jeuenne ¢ TNFi, kato e edekra e mo-CruieH mpu mbpBUTE.

» Ilpu mppBuYHU HOH-pecmoHaepH KbM aaaeH TNFi, e mo-paiioHaiHo aa ce IPeMUHE KbM
JPYT KJac JiekapcTsa, T.e. [L-17i.

» Toxkcuunoctra kbM TNFi MOXe ChIO a € MPUYMHA 32 TPEMHUHABAHE TUPEKTHO KbM IL-
17i

10. Xupypru4Ho JieueHue

» Aptpomnactukara Ha TBC na ce uma mpen Bua mpu OOJHHTE ¢ pedpakTepHa OOJKa KK
WHBAJUAM3AIMUS U PEHTTCHOJIOTHYHH JOKa3aTeJICTBa 3a CTPYKTypHA yBpeaa, HE3aBUCHMO OT
BB3pACTTA.

» Kopurupamniarta octeoToMus Ha TpbOHAKa Ja ce MMa Mpe] BUI TPU MAIHCHTUTE C TEXKa
HMHBaJIMIU3Upalna aedopmaiius.

» Ilpu namumentutre ¢ AC u octpa BepreOpanHa (pakTypa Ja ce OOMHUCIM TphOHAYHA
XUPYPTHSL.

11. IIpomeHu B X012 Ha Oos1ecTTa

» AKO HACTBIIM 3HAa4YMMa MPOMIHA B XO/a Ha OoJiecTTa, a c€ WMAT Mpea BHUJ JPYTd MPUYHHHU,
OCBEH BB3MNANCHUETO, KaTO BepTreOpasHa (pakTypa M Ja C€ OCHINECTBAT CHOTBETHUTE
W3CIEIBAHUS, BKIIOYHTEITHO O0Opa3HH.

[TyOnukyBaHu ca 1 Me:KIAYHAPOAHM Npenopbku 3a neyenue ¢ TNF — 6mokepu (Tabdi. 5).

Ta6mmuma 5. Axryanusupanu npernopbku or 2016 T. 3a NPUIOKEHUETO HA OHMOJIOrMYHA Tepamus ¢
axcuasieH CiA (srimountenno AC).

Iloxdop Ha OosHUTE

Huarnosza [MatmmenTtn, w3mbnBamm Moaupuimpanure Hio Mopkcku xpurtepun 3a
nepunutuBeH AC nim kpurepunre Ha ASAS 3a akcuaner CnA

AxTuBHO 3a00i1s1BaHe | AKTUBHO 3a00JisiBaHe 3a > 4 ceAMULIA
BASDAI >4 (0-10) 1 HoJ0XHUTEITHO €KCIIEPTHO MHEHUE

Heycnex oT e Bcuuku nauueHTH TpsOBa 1a ca UMaJIM aJeKBaTHU ONUTH 32 JICUCHHE

TepanuATa nore ¢ aee HCIIBn. AnexkBateH TepaneBTHdeH OMUT ce AehHHHpA
kato nore ase HCIIBn 0610 3a 4-cenmudeH nepuoa B MaKCHMAITHO
MpernopbyaHa WIM TOJEpUpaHa NPOTUBOBB3MNAIUTENIHA [103a, OCBEH
aKo He ca IPOTUBOIIOKAa3aHU

e [lanueHnTuTre ¢ TPEAOMHHAHTHO AaKCHAJIHM MpPOSBH HE TpsOBa Jna
npuematr BMAPJI mpenn 3amouBaHeTO Ha JICYEHHWETO C OHMOIOTHYEH
JIEKapCTBEH Ipemnapar.

e [lanueHTHTE CHC CUMIITOMATHYEH NepudepeH apTpuT TpsOBa 1a uMar
HEJO0CTaThUEH OTrOBOp KBbM IIOHE €HA JIOKaJHA KOPTHKOCTEPOUIHA
WHXXEKIU, ako € MOAXOMAlla W Ja ca MMalld a/JIeKBaTeH ONHT 3a
neuenue ¢ BMAPJI, 3a npennountane sulfasalazine

e [lamueHTHTE CBC CHUMITOMATHYEH EHTE3UT TpsAOBa Aa ca HMalId
HEeycIeX 0T MOAXOJISIIO JIOKATHO JICYEHHE
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Ouenka Ha | HaGopa ot cpeactBa Ha ASAS 3a exxenneBHata npaktuka 1 BASDAI
3a00/151BaHETO

OueHka Ha 0TTOBOpa

Kpurepun 3a | BASDAL 50% penatuBHa mpomsiHa win abcomroTHa npomsHa ot 2 (Ha 0-10
OTrOBAPSAIINTE CKaJa) U eKCIepTHO MHEHHE B M0J13a Ha MPOABIHKaBaHe

Wurtepnan Ha orntenka | Cien mone 12 ceaqMuIu

Hecmepoudnu npomueéosws3naiumesinu cpedcmea

HCIIBn ce cuutar 3a OTHOCHTENHO Oe3omacHu 3a OomHuTe ¢ AC, BBIPEKH Y€ 0 M3BECTHA
CTENEH PHUCKA OT KapAUOBACKYJIAPHU, TACTPOMHTECTHHAIHN M OBOpEUHU yBpEIW € MOBHILIEH B
Ta3u NOMYJIalus.

[Tonmyyenn ca pokasarenctBa, ye HCIIBa ca edukacHum 3a obiekuaBane Ha Oonkara H
CKOBaHOCTTa Ipu nauueHTuTe ¢ AC, KaKkTo NMpU KPaTKOTpPaeH, Taka U MPU IBJITOTPACH MEPUOJ
Ha jeuyeHne. EdukacHOCTTa € 10 rojsiMa CTereH YacTU4Ha, 71033 — 3aBUCHMA. [laHHWTE OT eHO
MQJIKO M KPaTKOTpaiHO MpOy4YBaHE HE YCTAHOBSBAT €(PEeKT BbPXy IpbOHAYHOTO BB3NAJICHUE,
oueHeHo upe3 MPU, HO ce moka3Ba NpPeIMMCTBOTO Ha MPOJNBIDKUTENHATA Tepamus Hpu
IIPEBEHIUATa Ha HOBOTO KOCTHO (opmupaHe. Kokcuburte ca Ge3omacHu 3a KpaTKOTpailHO
Jeuenue aopu U npu naruentu ¢ BU3. ASAS npenopbuBa ciegBaiara CThbllKa B KIMHUYHUTE
npoy4yBaHHA J1a ObJe B HacOKa chOMpaHe Ha MHQOPMAIUS 332 TOBA KaKbB Ja ObJE peKUMa Ha
npuem Ha HCIIB.

bonecm-moougpuyupawyu anmupesmamuunu nekapcmea (bMAPJI)

Cnen mocnennust o630op Cochrane uma ome aBe HOBHM mpoyuBaHusa 3a sulfasalazine, HO
eKCIepTUTE He CMSATAT, Y€ Te€ MPEJOCTaBsAT HOBa MH(pOpMAaIMs, KOSATO Ja J1aJe OCHOBAHMA 3a
IpoOMsiHa B ChHIIECTBYBAIIOTO CTaHOBUINE. Pe3ynTatute OT NIBPBOTO MPOYUYBAaHE, KOETO €
NPOBEJICHO TJIaBHO mpu OoyHM ¢ paneH CHA ca NMPOTHBOIOJNOXKHH, jJokaro B head-to-head
POYYBaHETO cpemlly etanercept HsAma Iianedo rpyma. Haii-o0mo ka3aHo, HE MOXe aa ce
M3KJTIOYM YacTUYeH MojoxuTesaeH edext Ha sulfasalazine, koiiTo € qocta orpannyeH. 3aToBa He
Morar na ObJaT JaJeHH CTPOTH MPEMOPHKH B TOJKpErna Ha HETrOBOTO MPHIIOKEHHE, HO
pPEeBMATOJIO3UTE MOraT Ja HampaBsaT onuT 3a jeueHue cbe Sulfasalazine 3a kparek mepuon,
obOuuyaifHO He moBeye OT 4 Mecela, ciel KONTO MO-HATaThIIEH YCHEX € MAaJKO BEpOSTEH.
BonmuHCTBOTO OT mpoy4yBaHMsATa JoKa3BaT M3BecTHa edukacHocT Ha sulfasalazine mnpu
nepudepeH CHOHAMIOAPTPUT M MpH NpoPWIAKTUKATa HAa TpPeAHUs YBEUT. B akTUBHOTO
CpaBHUTENTHO TMpoyuBaHe etanercept e mokasam mo-roiisiMa edpuKacHOCT. Jlumca npyra
NpPUYMHA, OCBEH HMKOHOMHYECKa, 3a TPENOpbYBAaHE HA 3aJBJDKUTEITHOTO W3IOJ3BAaHE Ha
koHBeHUMoHaTHO BMAPIJI mpu AC npeau OnonornyHa teparnusi.
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Pesynrarute oTHocHO methotrexate ca Bce omie MHOrO OrpaHUYeHU U Bh3 OCHOBATa Ha 0a3ara
JAHHU HE MoraT Jja ObJaT JaJeHu MoJIoKuTeaH! npenopbku. Cien nocienHus 003op Cochrane
¥Ma €JHO HOBO OTKPMTO IPOy4YBaHe ¢ BUCOKA J03a methotrexate, mpuiiokeH MOAKOXKHO, KOETO
OTHOBO HE JEMOHCTpupa epeKT Npu OOTHUTE C aKCHAIHO 3aboiisiBaHe. BOJIMHCTBOTO
peBmaronio3u mpwiarar methotrexate mpu manmeHTH ¢ npenoMuHaHTHO nepudepen CoA, HO
nUrcBar 6a3upaHy Ha J0KA3aTeICTBa MPENOPBKH B MOJIKPEIa Ha TOBA.

Anmu-TNF mepanusa

Crnen nocienHust cucreMaTuyeH 0030p, UMa MHOI'O HOBM NpPOy4YBaHUS OTHOCHO aHTH - TNF
tepanusta. OcBeH infliximab u etanercept, adalimumab, golimumab, u certolizumab pegol
CBHIIO ca A0Ka3aiau cBos eekT. Ilomydyenu ca chIeCTBEHU JaHHU 3a PE3YyITaTUTE, ChOOIIEHH OT
6omuunte. Te mokasBar, ye OOJHUTE C HANIPEIHANIO 3a00JIIBaHE CHIIO CE€ TIOBJIHSBAT YCIICIIHO, HO
T€3U C PAHHO U MHOT'O PaHHO 3a00JsiBaHE UMAaT MHOT'O MO-ToJIsIM edekT. [lenbT Ha choOiaBaHaTa
pemucus e Hajg 50% cnen 16 cenmuua npu ManUeHTUTE C Bb3NaluTelHa Oojka B Ibpba C
naBHocT mox 3 romuHu (cpemHa 15 wMecena) m cakpownuut Ha MPU, HO He W Ha
pentredorpadus. TpsOBa na ce orOenexu, ye OONIIMHCTBOTO OT IMALIMEHTHTE B TE3H
TIpoydYBaHHSA HE H3MBIBAT Moauurmpannte Hio Mopkekn xputepun 3a AC.

JlanauTe OT OOIIMPEH PErHCTBP couaT, ye Opos Ha manueHtute ¢ AC, KOUTO HE crnupar anti -
TNF Ttepanusita mopaau HeeUKACHOCT WM CTPAaHUYHU €PEKTH, a s MPOABIKABAT IO-IBITO
BpEMeE € 0-ToJIsIM, B cpaBHeHUe ¢ 6onHute ot PA. Mima nokasarencTBa, ye epukacHOCTTa Ha anti
- TNF Tepanusita ce 3ana3Ba 3a HIKOJIKO TOJIMHH.

I'ppOHauHOTO BB3MasieHue, orneHeHo ¢ MPU ce momobpsiBa 3nHaumtenHo ciuen anti - TNF
TepanusTa. Pentrenorpadcekara nporpecus (TJ1aBHO HOBOTO KOCTHO (hopMHUpaHe) He ce TTOTHUCKA,
HO CBIIO HSAMA JIOKA3aTelICTBA, 4e (OPMUPAHETO HA CHHIACCMOMUTHUTE CE YCKOPSBA.

Hannyaure nekapcTBa OT Ta3M rpyna UMaT cXojgHa €(pUKACHOCT BBPXY MYCKYJIOCKEIETHUTE
MPOSIBH, HO pa3iMyHa €(PUKACHOCT MPHU KIMHUYHO nposBeHo BU3 u yBent. MOHOKIOHAIHUTE
antutena (Infliximab, Adalimumab, Certolisumab, Golimumab) ca epukacHu npu JedyeHue Ha
BUY3 u npu npenorpaTsBaHe Ha MOBTOPHO Bh3HHWKBaHE Ha yBeUT (HsAMa JaHHU 3a Golimumab),
nokato Etanercept neMoHCTprpa IpOTUBOPEUMBH PE3YNITATH 3a YBEUT U HUKAKBa e(PUKACHOCT 3a
BU3l1

IL-17 Ou Tpsi6Banmo nma ce m3bsrBa mpu manueHtTu ¢ aktuBHO BY3, Thi kato Secukinumab B
cpaBHeHUE ¢ Tutanebo He € epukaceH npu 6osectra Ha Kpon u Boau 10 moseue HIIP1

B TO3M ciy4ail MOHOKJIIOHAJIHUTE AHTUTENA MMaT NPEIUMCTBO IpPEJ PA3TBOPUMHSA IPOTEHH
(infliximab u adalimumab ca ono6penu kakto 3a Gonecrra Ha Crohn, Taka u 3a yJIIEPO3HUSI
konuT, golimumab 3a ymmeposen koaut). HiMa H0CTaThYHO J0Ka3aTeICTBA 33 PA3IUKUTE 110
OTHOIICHHWE HAa OCTPHS TpEIeH yBEUT. Hamudmero WM JMIcaTa Ha MCOPUA3uC He 00ycaBs
Pa3JMKHU 110 OTHOIICHUE HAa e(PUKACHOCTTA BBPXY MYCKYJIOCKEICTHHTE CHMIITOMH.
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Nma nokazarenctBa, ye anti - TNF Ttepanusara momoOpsiBa NMpU3HALIMTE M CHMIITOMUTE Ha
nepudepeH apTpUT U EHTE3UTA.

B npenopbkute Ha ASAS ot 2010r. 3a mbpBU OBT € 3aCThbIIEHA TeMaTa 32 MPEMUHABAHE KbM
antepHatuBed |NF - uHXuOUTOp mpu Heycnex OT MPEAXOoJieH, MOPaaAH MOIYYSHUTE Pe3yNTaTH
OT HSKOJIKO TNpOy4YBaHUs, IMOKa3Bamu e¢geKkT B 3HAauMTedHa cTeneH. BbB  (eHomeHna
[IPEYCTAaHOBSIBAHE Ha TEPANEBTUYHUSA OTrOBOp (BTOPMYHM HOH - PECIOHAEPH) YydacTBa
(bopMHpaHEeTO HA AHTHUTENA U TE€3H MALMEHTH UMAT MO-TOJISIM MOTEHIIMAT 32 OTTOBOP KbM BTOPH
TNF - 6iokep, B cpaBHEHUE C IBPBUYHUTE HOH - PECIIOHJIEPH.

Jlpyzu 6uonozuunu mepanuu
IL-174 unxuoéumopu

IIpe3 mocnenHuTe rOJUHU C€ HAaTpyINaxa JoKa3aTeicTBa, ue B ocHoara Ha AC ctom IL-17A mpo-
MH(IAMaTOPHUAT BT U crenn(puaHOTO HHXMOUpaHe Ha IL-17A Boau 10 AMPEKTHO MPEKbCBaHE
Ha BB3MajeHuero. [locaequuure OT Ta3u NUTOKWHOBA MHXUOUIHMS ca HEBB3MOXKHOCT Ha [L-17A
Ja ce CBBpPXKE C PEIENTOPUTE CH Ha IMOBBPXHOCTTA HA PA3IMYHH KJIETKH, B TOBA YHCIIO
XOHAPOUUTH, (UOPOOIACTH, OCTEOOJIACTH, OCTEOKIACTH M Ja YHOpaXHH ePEeKTHTe CH Ha
nponudepanys, KOCTHO €po3UpaHe, XPYLUISTHO YBPEXK/IaHe, Bb3MalICHHE.

IL-17A ce mpoayuupa ocHoBHO OT Thl7 mumdouutute. Ilatorennun Thl7 xnetku ca
YCTaHOBEHHU KaKTO B NepuQepHaTa KpbB, Taka W MO MOBBPXHOCTTA Ha anmo(H3apHUTE CTaBU Ha
6omuaure ¢ AC.

Pesynrarurere oT Tpu mpoydBaHHUs J0Ka3BaT, ye aHTH - |L-17A MOHOKJIOHATHOTO aHTUTAIIO
(Secukinumab) mnoBmusBa OnarompusTHO OojiecTHaTa aKTUBHOCT, yMoOpara, TMOA00psBa
MOJIBJKHOCTTA Ha rpbOHaKa, pusnueckara QyHKIMS U Ka4ECTBOTO Ha KUBOT Ha 6omHuTe ¢ AC.
[TonoOpenue, uzmepeno ¢ ASAS20 ce HaboAaBa Ole HA MMbpPBaTa CEAMHIA, & OTTOBOP KbM
tepanusita ASAS40 HacTbIBa Ha BTOpata ceamuua. JlaHHure coyar, 4e OO 1O YeTBbpTaTa
roAMHa TOJMHa OT JieyeHHeTo npu ~ 80% OT ManueHTUTe He HAcThIIBa PEeHTreHorpadcka
CTpYKTypHa mporpecus Ha 3abomnsBanero. Upes cnemuduunara |L-17A Onokama, KakTo mpu
6onmaute ¢ AC, kouto He ca mpoBexnaanu aHTH-TNFo Tepamus, Taka ¥ Tpu Te3U C
HE33aJI0BOJIUTENICH OTrOBOp KbM IpeauiecTBama aHTH-TNF Tepanus, ca MoCcTUrHaTH KIMHUYEH
OTroBOp M eUKACHOCT, 3ama3Bainy ce jo cenmuna 52. Secukinumab e nokasan 3a neyeHue Ha
AHkunosupan cnoHIWIUT (AS, peHTreHorpadCcku MOTBBPAEH aKCUAIEeH CHOHIUIOAPTPUT).
[Ipenoppunrennara no3a € 150 mg, mpuioKeHN Ype3 MOIKOKHA NHIKEKIIUS, KaTO ITbPBOHAYAIHO
ce mpunara Ha ceaqmuiia 0, 1, 2, 3 u 4, a BocaeACTBUE KATO €KeMeceyHa MoJAbprKala j103a. Bb3
OCHOBa Ha KJIMHUYHHUS OTTOBOP, J103aTa Moxke na ce noBuu 10 300 mg. Beska no3a ot 300 mg
ce mpuiara Karo JBe MOJKOKHU MHxkeKIuu oT 150 mg. Secukinumab e moka3zaH 3a JiedeHue Ha
HEpEHTIeHOrpa)CKM  TMOTBBPACH aKcHaleH crnoHawioapTpur (non-radiographic — axial
spondyloarthritis, nr-axSpA). Ilpenoppuntennara 103a ¢ 150 mg, mpuioKeHH Ype3 MOAKONKHA
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WHXKEKIIMS, KaTO IMbpBOHAYAIHO ce npuiara Ha ceamuua 0, 1, 2, 3 u 4, a BOOCIEACTBUE KATO
eXeMecevHa MoJiIbprKala 103a.

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

3a Ixekizumab, antu IL-17A aHTHTSI0, pe3yaTaTHTe OT KJIMHHYHATA mporpama (asza 3 mpu
aKCHaJeH CIOHAWIOApTPUT ca cieAaHurte: bezonmacHocTTa M edukacHoctra Ha Ixekizumab ca
ouleHeHH 1npu o0mo 960 BB3pACTHM MALMEHTH C aKCHAJeH CIOHAWJIOAPTPUT B TpU
paHJIOMU3HMpaHH, IUIale00-KOHTPOJIMPAHU TMPOYYBaHHS (IBE Ha pEHTreHorpadcku akcuaieH
CHIOHJTUJIOAPTPUT, €THO HA HEPEHTICHOTPad)CKH aKCHAJICH CIIOHAMIIOAPTPHT).

Pentrenorpadcku akcuaneH CIOHAMIOAPTPUT (AHKUIO3UPAILL CIIOHIUIIH )

be3onacHoctTa M edukacHocTTa Ha Ixekizumab ca omeHeHu mpu 0010 657 MAIMEHTH B JBE
paHIOMHU3HPaHHU, TBOWHOCIIEIH, TU1anebo-kouTpoaupanu npoyuBanus (COAST-V u COAST-W)
MIpY MAIMEHTH Ha BB3pacT >18 roauHM ¢ akcuaieH CHOHAWIOApTpuT. M B ABeTe mpoyuyBaHUs
nanuenture, jgekyBanu ¢ Taltz 80 mg Q2W unu 80 mg Q4 W, nokas3BaT no-royisiMo nofo0peHue
Ha otroBopute ASAS40 u ASAS20 B cpaBHeHue ¢ ruianebo Ha 16-ta cegmuna (tabmuma 11).
OTtroBopuTe ca CXOJHH, HE3aBUCUMO OT chibTcTBamara tepanusi. B COAST-W otroBopute ca
YCTaHOBEHM He3aBUCUMO OT Oposi Ha mpenumuuTe TNF maxuburopu. Ha 16 cenmmuma Osixa
0T0OPEHN OCHOBHUTE KOMITOHEHTH Ha KpUTepHuute 3a oTroBop ASAS40 (601KH B rppOHAYHHS
cTpi0, BASFI, rnobanHa oljeHKa Ha MalueHTa, CKOBAHOCT) M IPYT'M MEPKHU 3a aKTUBHOCT Ha
3abonsaBanero, BkIouuTenHo CRP. Cxomen otroBop mpu ASAS40 ce HaOmomaBa mnpu
ManueHTH, He3aBucuMo OT u3xoanute HuBa Ha CRP, msxomuuss ASDAS ckop u MRI Spine
SPARCC ckop. ASAS40 oTroBop € JEMOHCTpPUpPAaH HE3aBUCUMO OT Bb3pacTTa, IOJIa, pacara,
MPOIBHKUTEIIHOCTTA Ha 3a00JIIBAaHETO, U3XOJHOTO TEJIECHO TETJIO, M3X0AHOTO HIMBO Ha BASDAI
Y TIPEIUIIHO JIEYeHHE ¢ OMOJIOTMYHH JIEKapCTBEHU POAYKTH.

B COAST-V u COAST-W eduxacHocTTa ce moabpxa 10 52-ta ceIMuIia, KakTo € OLIEHEHO 10
KpallHUTEe TOYKH, NpeAcTaBeHH B Tabmuua 11, BkIounTenHo yectota Ha otroBop ASAS20,
ASAS40, ASDAS, BASDAI u ASAS HIL.

HepenTrenorpadcku akcuaineH CliOHIMI0apTPUT

Eduxacnoctra u OezonacHoctTa Ha Ixekizumab ca olneHeHH B paHAOMHU3UPAHO, JBOHHOCIAIO
npoy4BaHe ¢ 52-cenMuueH riane6o-koHTpoiupan nepuoj (COAST-X) npu 303 manueHTd Ha
BB3pacT >18 roguHM ¢ aKTUBEH aKCHAJIEH CIIOHAMJIOAPTPUT B MPOIBIDKEHUE HA TMIOHE 3 Mecela.
[Tanuenture e TpsAOBajno Aa UMaT OOEKTUBHM MpPHU3HAIM HA Bb3NaJCHHE, WHAUKUPAHU OT
noBuiieH C-peaktuBeH npotrenH (CRP) w/wmnm cakpowsimuT Ha MarHMUTHO-PE30HAHCHO
nzobpaxenue (SIMP), u na HAMAT OKOHYATETHH pEHTreHorpadCKd JaHHU 3a CTPYKTYpHU
YBpEXJIaHUS Ha CaKpOWJIHAuHUTE cTaBU. [10-BHCOKMAT 151 ManueHTH, jekyBanu ¢ Ixekizumab
80 mg Q4W, mocturar ASAS40 otroBop B cpaBHeHHe ¢ Mmuanebo Ha 16-Ta cemmuia.
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OTroBopuTe ca CXOJHU HE3aBUCUMO OT ChIBTCTBAaIIUTE Tepanuu. Ha 16 cemmuiia ce oTumra
3HAYUMO KJIMHHYHO TOJOOPEHHE HAa OCHOBHHMTE KOMIIOHCHTH Ha KPHUTEPUUTE 3a OTTOBOP
ASAS40 (6onku B rprOHauHMA ¢TI0, BASFI, rnmoGamna orneHka Ha MalMeHTa, CKOBAHOCT),
KaKTO W Ha IPYTUTE MMOKA3aTEeIH 32 aKTUBHOCT Ha OoJiecTTa.

Ixekizumab ce mpunara 3a yieueHue Ha cieaHWTE AuarHosw: M45.0, M45.1, M45.2, M45.3,
M45.4, M45.5, M45.6, M45.7, M45.8

TNF — onoxupawu nexapcmea, pecucmpupanu 3a neuenue na AC ¢ P bBvncapus

3a JyieueHHe HA BB3PACTHU C TEXKKA aKTUBHA (opMa HA AHKUIO3UPAI CIIOHIMIUT, KOTaTo
OTrOBOPBHT KbM CTaHJapTHATa Tepalus € HeAoCcTaTh4yeH ca nokazanu adalimumab, etanercept,

golimumab, certolizumab pegol u infliximab.
HpeHOp"b‘-II/ITeJIHI/ITe AO03M Ca 3a MAUCHTHU C aHKWJIO3HUpall CIIOHIUJIUT:

Adalimumab - 40 mg amanuMyma0, mpuiaraHa mnpe3 ceaIMHuIla KaTo €IHOKpaTHa J03a upes
moIKOKHO mkektupane. Adalimumab e mokaszan 3a yieueHne Ha BB3PACTHH C TEKBK aKCHAICH
CIOHAMIIOAPTPHUT, Oe3 peHTreHorpapcku manHu 3a AC, HO ¢ OOEKTMBHU TpU3HAIM Ha
Bb3nanenue ot nosumed CRP u / nmn SIMP, xouto ca MMaiaud HeaJeKBATHO IMOBIMSBAHE HIIH
HETOHOCUMOCT KbM HECTEPOUIHHU ITpoTUBOBB3nanuTeHu cpeactea (HCIIBC).

Ananumymab TpsiOBa 1a ce M3MOJI3Ba 1O BpeMe Ha OpPeMEHHOCT, CaMO aKo € HM3PUYHO
HeoOxomumo. He ce ouakBar edekTH BBPXYy KbPMEHHTE HOBOPOJACHH / KbpMayera.
CnenoBatenno Adalimumab mosxe 1a ce u3mon3Ba mo Bpeme Ha KbpPMEHE.

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

Etanercept - 25 mg, npwiaraam aBa meTH ceaMuYHO, wiud 50 MQ, MpUIaraHud €JAWH BT
CeIMHYHO Ype3 MOJIKOXKHO MH)KeKTUpaHe. Etanercept e mokasan 3a jgeyeHHe Ha TeXbK aKCHalleH
CTIOHAMIIOAPTPUT O€3 PEeHTreHOrpadcku MPOMEHHM NpPU BB3PACTHHU, C OOEKTUBHH IMPHU3HALU HA
Bb3IAJNIEHUE, AEMOHCTpUpaHu upe3 noBuileH C-peaktuBeH nporeud (CRP) w/miam nanHum ot
ApeHo-MarHuTeH pe3oHaHc (SIMP), kouto ca mnokasalu HEJOCTaThYEH OTIOBOP KbM
HecTepouaHM poTuBoBB3naNuTeNHu cpenctea (HCIIBC).

Etanercept ce mpunara 3a nedeHue Ha cineanute amarHosuw: M45.0, M45.1, M45.2, M45.3,
M45.4, M45.5, M45.6, M45.7, M45.8

Golimumab (Simponi) 50 mg npwiokeH BEAHBX MECEYHO, Ha €JHAa M ChIIa JaTa 4pe3
MOJIKO’KHO MHKekTupane. [lanuentu ¢ tenecHo terno Han 100 kg. npu kouto cnen 3 1o 4 no3u
HE Ce MOCTUTHE 3a/I0BOJIUTEIICH KJIMHUYCH OTTOBOP,MOXKeE JIa c€ 00CHM MOBUIIIABAHE Ha J103aTa
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Ha rosumyMad g0 100 mg BEIHBX MECEYHO, KaTO C€ B3eME€ IMPEIBUJ MMOBHIICHUIT PUCK OT
OTIpe/IeJICHN CEPUO3HHM HEXKEJIaHW JICKapCTBEHU peakuuu npu go3ata ot 100 mg B cpaBHEHHE C
no3ata oT 50 mg. [Ipu maruenTn 6e3 naHHU 3a TepaneBTUYCH e(eKT cien 3 10 4 TONbIHUTEIHA
1034 oT 100 mg npoabipKaBaHETO Ha JICYEHUETO TPSOBA 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 - HaroBapBamia 103a: mpernopbuBaHaTa HadalHa 1032 NPUH Bb3PACTHH
nanueHTu € 400 mg (mpuiarana Kato 2 MOAKOXKHHM WHKeKIuH 1mo 200 mg JHEBHO) Ha ceaMuIIa
0, 2 u 4. [logappkaina go03a: ciell HayajHaTa J03a, MPEeNopbUUTEIHATA TOAAbPKAIla 1032 MpU
BB3PAaCTHH NAILMEHTH C aKCUAJIEH CIIOHAMJIOAPTPUT, BKJI. aHKWJI03upal cnoHauiauT € 200 mg Ha
Bcekn 2 ceamuim win 400 mg Ha Bceku 4 ceamuid. [lonacrosimem Certolizumab pegol e
IBPBOTO W EIUHCTBEHO 0;100peHo oT FDA OuoJIOrMYHO JIEKapcTBO 3a JICUCHHE Ha
HepeHTreHorpadcku axSpA Ha 6a3zara Ha 52 cenmuuHo npoy4uBane C-AXSpAnd. (Secukinumab
chiio nonyun onodpenue or FDA 3a nedenue Ha HepentreHorpadeku axSpA) IlepcrnekTuBHO
ceOupanute nanau ot Hax S00 6pemenHoctH, ¢ excno3unus Ha Certolizumab pegol, ¢ u3Becren
u3X0/1 Ha OpeMeHHOCTTa, BKIrouBamd Hajg 400 OpeMEHHOCTH, C EKCIO3MLMS Npe3 bpBUS
TpUMECThp, He moka3BaT MandopmaruBeH edekT Ha Certolizumab pegol. Bwrpeku ToBa,
HAJTMYHUAT KIMHUYEH OMUT € MPEKaJIeHO OrpaHUYeH, 3a Ja Ce 3aKII0YH, C pa3yMHa CHUTYPHOCT,
4ye HsIMa YBENUYEH pHUCK, CBbp3aH ¢ mnpuiaranero Ha Certolizumab pegol mo Bpeme Ha
opemenHoct. Certolizumab pegol Tps6Ba na ce M3Moa3Ba MO BpeMe Ha OPEMEHHOCT caMoO MpHU
knmuHuYHa ~HeoOxoaumocT. CRIB  mpoyuBaHe — MpOCHEKTHBHO, MOCTMapKETHHIOBO,
(hapMaKOKWHETHYHO MPOYYBAHE C JIN3AH 3a TOYHA OIEHKAa HAa HUBOTO HA IUTAIICEHTEH TpaHdep
Ha CZP ot maiikute kbpM Jeniata. CZP e mokasan JIMrcBan 10 MUHAMAJICH TUTAIleHTapeH TpaHcdep
(<0.1%). Cimzia mMoke &na ce mpujara Npu KbpPMEHE, a 0 BpeMe Ha OpPEMEHHOCT caMmoO MpHu
KJIMHUYHA HEOOXOMMOCT.

Certolizumab pegol ce mpuiara 3a Jiedenuwe Ha cieqauTe amarHo3u: M45.0, M45.1, M45.2,
M45.3, M45.4, M45.5, M45.6, M45.7, M45.8.

Infliximab — Smg/kg nox ¢dopmara Ha WHTpaBeHO3HAa MH(DY3UsT B MPOABIDKEHHE Ha 2 4Yaca,
MOCIIeIBaHA OT JOMBIHUTENHU HHPY3un oT Smg/kg Ha 2 u 6 ceMULIA Clel TbpBaTa HHQY3HSL,
clie]] KOeTO Ha Beska 6 win 8 ceamuia. AKO MAlMEHTa HE MOKaXe KIMHUYEH OTrOBOp 10 6
ceamuna (1. e. cien 2 nHdy3un), He TpsAOBaA J1a ce mpruiara mosedve jedeHue ¢ infliximab.

Infliximab ce mpumara 3a neyenuwe Ha cienuute nuarHosu: M45.0, M45.1, M45.2, M45.3,
M45.4, M45.5, M45.6, M45.7, M45.8.
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Adalimumab, certolizumab pegol, Etanercept, ixekizumab u secukinumab umar odunuanto
0/100peHa MHAMKANUS 3a JedeHue Ha akcuaneH CmA 6e3 pentreHorpadcku ussisu Ha AC (He-
pentrenHorpadcku CrA).

IL-17A — 6noxepu

Secukinumab, koiito ¢ yoBemko aHTH — IL-17A MOHOKJIOHAIHO aHTHTSAIO, € OJOOpPEH 3a
JICYCHWE Ha aHKWIo3upam ConoHawauT (AS, peHTreHorpad)CKu IOTBBPACH aKCHAJICH
CIIOHIUJIOAPTPHUT) MPHU BB3PACTHH, KOUTO HE Ca C€ MOBJIHMSUIA JJOCTAThYHO OT KOHBCHIIMOHAIHATA
tepanus. Ilpernoppuntennata go03a ¢ 150 mg, TPHIOXKEHU Ype3 IMOIAKOKHA HHKEKIIHS, KaTo
IbpBOHAYAIHO ce mpuiara Ha ceamuua 0, 1, 2, 3 u 4, a BNOCIEACTBUE KaTO €KEMECEeuHa
nojabpxkalia 103a. Bb3 ocHOBa Ha KIMHUYHUS OTTOBOP, J03aTa Moe Jia ce moBuiu 10 300 mg.
Bcesika no3a ot 300 mg ce mpuiara Kato J1Be IOAK0KHU HHxkeKkun ot 150 mg. Secukinumab

€ TMOKa3aH 3a JICYeHUE Ha aKTHBEH HEPEHTTeHOTpadCKU MOTBBPACH aKCHANICH CITIOHIUIOAPTPUT C
OOCKTHBHH IPU3HAIM Ha Bh3MAJICHUE, KOUTO BKIOYBAT noBumieH C-peaktuBed npotenH (CRP)
W/WIM JaHHU OT SAPEHO-MarHuTeH pe3oHanc (SIMP) mpu BB3pacTHH, KOUTO ca HMMAJH
HEJOCTaTbU€H OTIOBOpP KbM JIEYEHHE C HECTEPOUJHHU IPOTHBOBB3MAIUTEIIHU CpEACTBA
(HCIIBC). Ilpenoppuntennata no3a € 150 mg, mpuiiokeHHu 4pe3 MOJKOKHA WHIKEKIUS, KaTo
IbPBOHAYAIHO ce mpuiara Ha ceamuua 0, 1, 2, 3 u 4, a BHOCIEACTBUE KaTO €KEMECEUHa
MoAAbpKAaIla 103a.

Ixekizumab, IgG4 MOHOKJIOHATHO aHTHUTSIIO, KOETO CE€ CBhP3Ba C BUCOK apuHUTET (< 3 pM) 1
cenu(UYHOCT KbM HHTEpIeBKUH 17A (kakto IL-17A, taka u IL-17A/F), e moka3aH 3a jcucHHe
Ha aHKWJIO3UpAI CIOHIWIUT (peHTreHorpadCKU aKCHalleH CHOHAWUIIOAPTPUT) MPHU BH3PACTHH
MalMeHTH C AaKTUBEH AaHKWUJIO3Wpalll CIOHAMIUT, KOUTO HE ca C€ TMOBIUSIIM OT
KOHBEHIIMOHaIHATa Tepanus. Ixekizumab e mokazan 3a jedueHue Ha HepeHTreHorpadCKu
aKCHaJIeH CIOHJIWIOAPTPUT MPHU Bb3PACTHH TMAIUEHTU C aKTUBEH HEPEHTTeHOTpadCKU aKCHaJIeH
CIOH/IMJIOAPTPUT C OOCKTHMBHH TMPHU3HAIM Ha BBH3MAJICHHE, KOUTO Ce M3pa3zaBaT B moBuiieH C-
peaktuBeH nporeuH (CRP) n/unu MmarautHo-pe3oHancHO u3obpaxkenue (AMP), kouto ca numanu
HEJOCTaThbU€H OTrOBOp KBbM JIEYCHHE C HECTEpPOMIHH MPOTUBOBB3MAIUTEIHN CpEICTBA
(HCIIBC). IlpenopbuuTenHara Ao03a MpPU aKCHAICH CHOHIWUJIOAPTPUT (peHTreHorpadcku u
HepeHTreHorpadceku) ¢ 160 mg kaTo MOAKOKHA HHXKEKIMs (1Be wHxeknuu no 80 mg ) Ha
ceamuna 0, nocnensana ot 80 mg Ha BCeKU 4 ceIMUIIN.

IHCOPUATHUYEH APTPUT (mo MKbB xox M07)

|. Jepununus
[Tcopuatnunust aprput/aprponatust (IIcA) e xpoHwuHO TpoTHUario 3a00JiIBaHEe HA OMOPHO-
neurarennus anapar (OJIA), xapakTepu3upamio ce ¢ apTpuT W/WIKM apTpornatus Ha nepudepHu
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CTaBH /WM CIIOHJWINT MPU MAUUEHTH C W/WIN CIOHAWINT, IIPHU MAIlMEHTH C KOKEH ICOpUasuc
(Ilc), npu obuyaitHO HeratuBeH peBMaTomjieH ¢akrop (PD) wu nmrica Ha PeBMATOMIHU BB3JIH.
bonnute ¢ IIcA pa3BuBar pa3nuuHu u3BbHCTaBHU NposBU. OT 5% 1o 50% ot maumenture c Ilc
paszBuBar IIcA. TIcA mpuHamIeXu KbM TpylnaTa Ha CEPOHETATHBHHUTE CIIOHIMIOAPTPOIATHH
(CCAII): rppOHaunus ¢TI0 € anraxupad npu 50% ot OGoIHHTE, YeCTO Ce JI0Ka3Ba HOCHTEIICTBO
Ha HLA-B27 ren.

1. [IcopuaTyeH apTPUT — KJIMHUYHA KAPTHHA
IIcA moxe na BB3HUKHE BBbB BCSKa BB3PAcCTOBA Ipyla, HO Hai-BUCOKAa € 3a00JieBaeMOCTTa
Mexay 30 u 50 romuuu. Hauano na Gomectra € 0OMYailHO MOAOCTPOTO (MU IMOBEYETO) WITU
octporo (mpu 1/3 or Bcmuku Gomuu ¢ IIcA). B 3aBUCHMOCT OT mosiBaTa Ha JBara OCHOBHH
KIMHAYHA CHMITTOMA — KOKEH IICOPHA3HC M apTPUT, Ca BH3MOXKHH CIICHUTE TPHU BapUaHTA:

- mnpu 60-80% oT OOJHUTE KOXHHU JIG3HH C€ TOSBSIBAT IBPBH, C PA3JIMYHO JIBIBT

npeaxosxaant nepuox — a0 20 rogunu u noseue (odudaitno 10 rox.)
- npu 15% aptpura ce nosiBsiBa Npeay KOKHUTE IPOMEHH;
- Hail-psjKo ce HaOJo1aBa eJHOBPEMEHHATA UM TIOSIBA.

Amnraxupasnero Ha OJIA e MHOrooOpa3Ho U ¢ pa3Iu4yHa UHTEH3UBHOCT HAa KJIMHUYHHUTE IPOSIBU —
OT MMHUMAJIHU CUMIITOMHM (CKOBAaHOCT, 00JIKa), /10 BUCOKa 00JecTHA aKTUBHOCT.
ApPTpUT/apTpONaTHsl/CHOHIMINT - KIIMHUYHHA (opMu:

1. Aptput/apTponarus Ha JUCTAIHU UHTep(aaHT€AIHU CTaBU (HaW-4€CTO MAJIKU CTaBH Ha
IPBCTH HA PBIIE U CTHIANA, THTUYHO acUMeTpHueH) - 55-70%

2. AcuMeTpuyeH OJMroapTPUT (3acsArar ce CTaBM Ha BCUUKU KpaitHuim) — 30-50%

3. CumerpudeH nmonmmapTput (KIMHUYHO 1moto0eH Ha PA) — 15-70%

4. Cionunut (c/6e3 cakpouIMUT U ¢/0e3 mopakeHue Ha nepudeprure crasu) - 5-33%

5. MaBamuam3upant (Mmytuaupar) aptpuat — 3-5%.

I[pyru nposisu ot OJIA:
CHTE30IaTHs/CHTE3UT - - BB3MAJICHNUE Ha WHCEPIHATAa KbM KOCTTA Ha CyXOXKHIIUE /TUTaMECHT
(AXUIIeCOBOTO CYyXOXKUITHE, TUTAHTapHAaTa (paciivsi)

- TEHOCHHOBHT (JIek/yMepeH TEHOCHHOBUT Ha ()JIEKCOPHH CYXOMKHITHS)

- jgakTaant (10 35% ot GonHKTE)

- MHOIIATHS.

KJIMHNYHM CHMOITOMH OT KOKa U HOKTH
Kosxen ncopuasuc - popmu:
e [IJJaKaTa — epUTEMATO3HU MCOPUATUYHM IJIAKU €, 00MYaiiHO, (PUHO 3aNI0IIBaHE,
IpUIaBallo cefedeH BT Ha I1aKkaTa
® TryTara— r'yTaTeH ICopHasuc
® MyCTyJ03a — IJIAKH ¢ HarHOSIBaHE
e eputpoaepmus (00MUaiiHO HE ce KOMOUHUpPA C apTPUT).
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Ic Moske 1a ce JoKaaM3upa o KoXkaTta Ha Isu10To Tsu10. OTJIeKIAT Ce U OKOCMEHATa 4acT Ha
rinasata (I1Ic 4ecTo e morpeiHo € CMATaH 3a MbPXYT), MePUHEyMa, HHTEPIIIyTeaaHara IernkKa,
o0OJiacTTa HA bOA.

HoxbTHU npoMeHH (MOHSIKOTA eIMHCTBeHA nMposiBa Ha Ilc):
e JMHMM Ha Beau
® JICBKOHUXMUS
® OHHUXOJIH3A
KBJITCHHUKABO-PO30BOTO NETHUCTO 00e31BeETABaHE (,,01l-drop* sign)
IIOJIHOKBTHA XUIIEPKEPATO3a
CIUIMHTEP XEMOparuu
IIETHUCTA JIyHYJIa
HampeyHa HaOpa3zsiBaHe
OTCJIOSIBAHE Ha HOKbTHATA IJI0UKa (0OMYaitHO B CBOOOAHUS i1 Kpail)
Y TOYKOBUHU JIENIPECUU (CPAaBHUTEIHO Hall-crienu(puIHH).

HOI{KO)KHH BDB3JIM - HC pCBMAaTOMAHHA BB3JIM, PCAKHU.

M3BBHCTABHM NPOSIBU - CHMIITOMM OT IPYTH OPraHU U CUCTEMH
ITpu IIcA morat na ce HaOnr01aBaT CIEIHUTE U3BBHCTABHU IPOSBU:
® OuYHO 3acsiraHe ce HabmoaaBa npu 30% OT MaMeHTHUTe:
KoHIOHKTHBHT (B 20%),
ocTbp npezaeH yBeut (npu 7%) — a 43% OT TSAX UMAT CAKPOUIIUUT.
3acaraHe Ha ChbpLETO
OBOpEeUHO YBpEKIaHE
BB3NAIUTEIIHO YPEBHO 3a00IsIBaHE
nuMdesieM Ha TOPHU U JJOJTHU KpalHUIN
MPUITOKPUBAIIO 3a00sBaHe € cuHApoMbT Ha SAPHO

I11. IIcopuaTuyen apTpUT — IMarHo3a
CKpUHHHI-BBIPOCHULIH
Koxante W HOKBTHHUTE MopaxXCHUsA o0n4aiHo NpeaxoxaaTr KIMHHWYHATa M3sdBa Ha apTpUTAQ,

MOpaji KOETO B CBETOBEH Mamab JepMaTOIO3UTe ca Ha TPEIHHUTE JIMHUK 32 CKpUHUHT Ha [ICA.
3aToBa roJIsSIM MPOIIEHT OT BBIIPOCHUIINTE 3a CKpMHUHT Ha [ICA ca pa3paboTeHu u BaIHIUpaHH 3a
MOJI3BaHE OT KOHTUTEHTA MAallMeHTH HACOYBAaHH 32 KOHCYITALUS KbM TAX - TOPOHTO CKPUHHHTOB
BorpocHuk 3a [IcA (TOPAS, Toronto Psoriatic Arthritis Screen), enuaeMHOIOrHYEH TOCPUA3UC-
ckpununroB BwrpocHuk (PEST, Psoriasis Epidemiology Screening Tool), BbmpocHuk 3a
ckpunupane u onenka Ha [IcA (PASE, Psoriatic Arthritis Screening and Evaluation), PASQ,/
Patient safety and quality of care/ kakTo W BBIPOCHHK 3a CKPUHHMHI 3a pPaHEH apTPUT HpPU
narmentd ¢ Ilc  (EARP, Early ARthritis for Psoriatic patients). Bsnpocuummrte
omougepenyupam ¢ OTHOCUTEIHO T00pa YyBCTBUTEIHOCT U crieuuanoct 6oanume c IlcA B
royisiMara rpymna Ha nanueHTure ¢ [lc.

[Tpubnuzutenno 70% ot Gomuute ¢ Ilc Ouxa oueHMIN 34paBETO CH C MOMOIITA Ha BBIIPOCHHUK, a
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MOJIOBMHATA OT TSAX OMXa ce JOBEPWJIM Ha OI[CHKAaTa M OuXa ce KOHCYITHPAIH C PEBMATOJIOT IPH
MOJIOXKHTENEH pe3yaTar. [[poneHThT Ha HOBOJMArHOCTUIIUPAHUTE Bh3 OCHOBA HA Ta3W CTPATEPUs
HapacTBa MPOMOPIMOHATHO Ha OPOs BBIIPOCHUIM C TIOJIOKUTENIEH pe3ynTar: npu enuH - 19.1%,
nBa - 34.0%, u Tpu BeIpOCcHUKA - 46.8%. BerpocHUIMTE 32 CaMOOIICHKA Ca JICCHOU3IIBJIHUM U
JOCTBIICH 32 PyTUHHATA IPAKTHKA TECT.

CASPAR-kpuTepuu
Kpurepunre CASPAR (Classification for Psoriatic ARthritis, knacudukanus na IIcA) mensar na

nocoyvar 6omauTe ¢ [ICA cpen manueHTuTe ¢ Bh3NaIuTeIHu cTaBHU 3abomsBanus (BC3) BrooIIe.

3a nma ca npunoxumu CASPAR-kputepuute, manueHTHT TpsOBa na mma BC3-Bbp3namuTenHo
CTaBHO 3a0oisiBaHe, AeDUHUPAHO KATO HAJIWYME Ha OOJE3HEHHM W OTOYHU CTaBU W/WIH
CIIOHJJWJIUT W/MJIM €HTE3UT, U TPOABIDKUTENIHA CYTpPEIHA W/WIU CJIe]] MPOABIIKUTEIIHA TTOYNBKA
CKOBAHOCT.

CASPAR-kputepuu:
IIcopuasuc - 2 TOUKH:
a. Hanmuuen mcopuasuc — HalIWYHU B MOMEHTAa Ha Mperjiefa NMCOPHATUYHH KOXKHH JIE3HUH IO

TAJIOTO WMJIM CKaJllla OLEHEHH OT PEBMATOJIOT UM JE€PMATOJIOT.
0. AHamHe3a 3a TNCOpPHAa3UC — aHAMHECTHYHH JaHHHM 3a Haimmuue Ha lIc (M3TOYHHK - camus
MAIUEHT, CEMEWHNUS JIeKap, 1epMaToJIor, peBMAaToJIOT).

B. ®amunHa aHaMHe3a — aHAMHMCTUYHM JaHHU 3a [lc mpu Onu3ku poacTBeHMIM (IIbpBa WM
BTOpA CTEINEH POAHUHH), TOKJIAJBAaHU OT I1AlIUEHTA.

Ilcopuasuc na nokmume -1 TOUKA: HAJIMYUE B MOMEHTA HA IICOPUATUYHA HOKBTHA AUCTPOQHUS,
BKJIFOUMTEITHO OHMXOJIN3a, TOUYKOBUIHYU JIETIPECUU U XUIIEPKEPATO3a.

Ompuyamenen peemamouden gpakmop (P®) — 1 Touka: upe3 BCEKHU METO/I, C U3KIIOUYCHHE Ha
JaTeKkc ardyTUHauus (3a MpeoYynTaHe 4ype3 E€H3MMHO-CBBbpP3aH MMYHOCOPOEHTEH METOJ| WU
HedenoMeTpus).

JHaxkmunum - 1 Touka:

a. Hannuue Ha monyBaHe Ha €IMH 1IsUT IPBCT KbM MOMEHTA Ha Mperieaa.

0. AHaMHECTUYHH JJaHHU 3a JAKTHIINT (JIOKyMEHTUPAH OT PEBMATOJIOT).

Penmeenozpagpcku ookazamencmea - 1 Ttouka: oOpazyBaHe Ha HOBA KOCT MapTrHHAIHO Ha
cTaBUTE (C M3KIIOYEHHE Ha 00pa3zyBaHe HAa OCTEO(UTH) BbPXY pEHTreHorpadus Ha pblie WM
cThIIajNa.

CASPAR-kputepunte otkpuBar Oomnute ¢ IIcA ¢ 98.7% cnemuduunocr u 91.4%
YyBCTBHUTEIHOCT (IIO-100pH ca M MO JBaTa IMoKa3aTeis B CpaBHEHHE C IMPEau HM3MOI3BAHUTE
kputepuu Ha Mon u Paiit). CASPAR-kpuTepunTe ca BaHIUPaHU U 33 TAMEHTH ¢ paHeH [IcA
(BpemerpaeHe Ha cumnromute < 24 mecena). Haii-undopmarusau 3a passutuero Ha [IcA ca
aktuBeH [Ic m HeratuBeHn P®, mocneaBanu ot IIc Ha HOKTHTE M HACTOSI/AOKYMEHTHpaH B
MUHAJIOTO TaKTUJIMT.

JlabopaTopHu mokasare/u
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Hama ymewvpoenu IlcA-cneyugpuunu naboOpaTOpHU JAMATHOCTHYHU TECTOBE OIICHSBAIIN
aKTUBHOCT, HO YECTO C€ M3I0JI3BAT:

Oo0Opa3Hu uscjaeaBaHus

KonBeHUMOHAJHO peHTreHorpag)cko u3cjeaBaHe

Pentrenorpadckara Haxonaka Mmodce O0a noonomozHe pasrpanndaBaHero Ha [IcA or apyru
OJIMTO-/TIONUAPTPUTU (HO KbCHO 6 esontouyuama Ha IlcA). ACUMETPUYHUSAT OJIUTOAPTPUT U
CUMETPUYHHUAT TOJIUAPTPUT OOMYAHO MPOTHYAT C KapTHHATA Ha JIEKO JI0 YMEPEHO arpecUBEH
epo3uBeH apTpur (kauHWUYHH BapuaHTH Ha [IcA). Pamnume KOCTHM €po3HMHU ca pa3IOJIOKCHU
MapruHaJHO Ha CTaBHUS XPYILISI — CJIEI0OBAaTETHO B HAYaJHUTE CTA/MU XUAIMHHUS XPYILISI €
chxpaneH (1mogo0Ho Ha PA nuricBa crecHeHHe Ha cTaBHATA 1enka). Hanpeonanume npoMeHu ca
¢ no-rossiMa crenuduuHoct. Hikon kbcHU B eBoironusaTa Ha IICA penTreHorpadcku HaxoaKu
HAcOYBaT KbM JUArHo3aTa:

- nedopmars ,,pencil-in-cup® (,,MOJIUB B IpeAna3uTen )

- MyTwidpall (MHBaJIMIM3Upall) apTpUT — 3HAUMMa KOCTHA JECTPYKILMS; Hal-uecTO TEKKU

(13

nedopMari TUI ,,MOJIMB B MPEAMA3UTEN “, MOKE MHOXKECTBEHH, ¢ O(OpMsiHE Ha T. Hap.
,»T€JIECKOIMMYHH NMPBCTU

- CTeCHsIBaHE Ha CTaBHOTO IMPOCTPAHCTBO B oOnactta Ha uHTepdananreannure crau (MDC),
€BEHTYAJIHO C aHKUJI03a

- ,,pasuMpsiBaHe ,,Ha CTABHOTO MPOCTPaHCTBO B obnacTTa HA UDC B pe3ynTar Ha AeCTpyKLUs,

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

- JBYCTpaHEH, aCMMETPUYEH, BPETCHOBUJEH OTOK HAa MEKUTE TbhKAaHU, C€IHOCTPAHCH WIH

ACUMETPHUUEH CAaKPOWJIUUT

- B oOnacTTa Ha rpPbOHAYHUS CTHIO!

v\ rojleMH, HEeMapruHajJHH, €IHOCTPAHHH, ACHUMETPUYHH CUHIAECMOPUTH (IIOHSIKOra
oopMSIIN MEXTYIPEIJIEHHH KOCTHH MOCTOBE ) B IIIMEH, TPHJICH WM MOSCEH OTIEN Ha
rpbOHAYHMS CTHI0; YecTo ce HaOIr0AaBa HEMOCIe0BATETHO aHTAKUPaHe Ha CETMEHTUTE
My,

v 1o-QuHH, BEPTHKAIHM W CHMETPUYHH CHHAECMO(UTH 32€IHO CHC CHMETPHYEH
CAKPOMJIMMT (BapHaHT PEHTTEHOJOTUYHO HEPa3IMYUM OT 3acsAraHeTo mpu OoyecTTa Ha
bextepes),

KommniorspHo-tomorpagceko usciaenpane Ha OA (KT)

KT e 3HaunTenHo mo-uyyBCBUTENHA OT pyTUHHATa peHTreHorpadus. [Ipegocrass no-neraitina
uH(popMaIus OT Hes, a € ¢ mo-gocthiHa era (or MPT). He npenocrass nanuu 3a
HaMuKe/TUIca Ha KOCTHO-MO3BYCH €/IEM U € B 3HAYMTEIIHA CTEICH JIbUCHATOBAPBAIIIO.

MarnuuTHo pe3oHancHa Tomorpapus (MPT)

MPT e uyBCTBUTENHA 32 OTKPUBAHETO CAKPOMJIMUT, €HTE3UT W/Uiu epo3uu. [Ipu usnon3sanero
Ha KOHTpACT (raJl0JIMHMI) YyBCTBUTEIIHOCTTA i ce moBHIIaBa. Moxe Jja JoKaXke Bb3MaJeHue Ha
MaJIKUTE CTaBHM HA PBUETE, C YIACTHE HA KOJIATEPATTHUTE CTABHU BPB3KU U MEKHUTE ThKAHHU OKOJIO
CTaBHaTa KarcyJa.
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YiaTrpa3ByKoBoO H3ciIe/IBaHe HA CTABH

Hagnese pyTHHHO B KIIMHUYHATA [IPAKTUKA — JOCTBITHO € 32 U3I'bJIHEHHUE (00Y4YEHHU Kaapu U
CbBpPEMEHHA TEXHUKA), HE BUCOKA 1I€Ha, 100pa Bb3IPOU3BOAUMOCT U Obp3UHA HAa peaTU3UpaHE.
Bucoko nnpopmaTuBHa METOIMKA 32 HAJIMYME HA CHUHOBUT, TCHOCUHOBUT U
CHTE3UT/UHCEPIOHUT, IPEAOCTaBs AeTaliIHa HHPOpMALKs 32 KOCTHUS KOHTYP (BKJI. MAJIKU
€pO3UM) U € YyBCTBUTEJIHA 3a OLICHKA HAa aKTUBHOCTTA Ha O0JIECTTa, HO HE 0OEKTUBU3HpA
IIPOMEHU T10J1 KOCTHUSI KOHTYpP (KOCTHO-MO3BUYHUAT esieM camo ¢ MPT).

IV. Ctparerusi Ha Tepanusita
He-0nonornuna repanus
1. MoHoTrepanusi C HMHXEKLIMOHHU JIOKAJHU KOPTUKOCTEPOUAM IPU HENPOrpecupalu

MOHOAPTPUTH.
2. CranmaptHa BMAPI Tepanus npu nayeHTH C:
a. Ilepudepnu nommaptputh
b. Onuroaprpuru
c. IlepcucTtupamy WIM TNPOTrPECUBHM MOHOAPTPUTH CBBP3aHU C IEpUPEpHU
CIIOHUJIOAPTPUTH
3. U306op na cranpaptHa BMAP# tepanus
a. Hyxaum m mpeanoyntaHus Ha MAaUeHTH U MOAJIeKamu (akropu (TUlaHUpaHe Ha
OpEMEHHOCT, IPUEM Ha aJIKOXO0JI)
b. Ko-mMopOugHOCT, KaTO yBEUTH, NCOPUA3KMC WM BBH3MAIUTEIHO 3a00JIIBaHE Ha
yepsara
C. XapakTepHCTUKa Ha 3a00JI5IBaHETO
d. TTorennmanuu HJIP

4. Axo crannaptHa BMAP#n tepanusi, B MakcMMaiiHO TIOHOCHMa J03a 3a MOoHe 3 Mecela, He
Npeln3BUKBAa aJeKBaTHO oOOJeKyaBaHe Ha CHUMITOMaTukara, TpsOBa Ja ce
oOMucnIM3aMsiHa ¢ WK 100aBsiHE Ha ApyT cTa”aapTteH bBMAP.

5. Jla ce oOmuciu pnobaBsne Ha HCIIBn xbM cranpaptHa BMAPa tepanust wnm
6uosnornuHa BMAPn Tepanus ¢ uen nonusBaHe Ha cumnromarukata. HCIIBa na ce
U3II0JI3BAaT B Hali-HMCKA €PEeKTHBHA 1032 3a Bb3MOXKHO HaH-KpaThK MEPHOJ OT BpEME,
KaTo TpsIOBa J1a ce OLEHAT PUCKOBHUTE (DAKTOPU U MAIMEHTHUTE J1a C€ MOHUTOPUPAT U MPH
HYX/a Ja ce 100aBU raATpo-IpOTEeKTUBHA Teparnusl.

6. Axo cuMmmnromarnkara He ce mnoBimsaBa agekBatHo ot HCIIBi, ma ce oOMwucan
MPUJIaraHeTO Ha MHXKEKIIMOHHU KOPTUKOCTEPOUAM (JOKAJTHO WM HMHTPAMYCKYJIHO)UIU
KpaTKO-BpEMEHHa IepopajiHa KOPTHUKOCTEPOMJHA TEpamus, KaTo JOMbIHEHHE KbM
crannaptHa BMAPn tepanus wim Ounonornusa BMAPn Tepanus, ¢ uen na ce mosiusie
CUMIITOMAaTHKaTa.

7. AKO eKCTpa-apTHKYJIapHOTO 3a00JisiBaHE € aJeKBAaTHO KOHTPOJHPAHO C MpuiaraHara
crangaptHa BMAPn Tepanusi, HO mnepudepHuUTe CHOHIAMIOAPTPUTH HEca, TO Jia ce
obmuciu 100aBsHETO Ha Apyr ctaHaapreH BMAPL.
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buosornuna BMAP tepanus

1. Etanercept, infliximab u adalimumab, ustekinumab, ixekizumab, certolizumab pegol,
secukinumab u guselkumab ce mpemopbuBaT 3a JiedeHHE HA BH3PACTHU C aKTUBEH M
Mporpecupalll CopruaTpulueH apTpUT MPH CIECTHUTE KPUTECPHUU:

a. IlammeHTHT € ¢ mepudepHu apTPUTH ¢ > 3 3aCErHATH CTaBU U > 3 OTOYHU CTaBH H

b. Hsma anexkBaTeH OTroBOp cjej Tepamust ¢ IOHe 2 cTaHaapTHu BMAP,
MPUJIOKEHU KaTO MOHOTEpAIus Uid B KOMOWHALIUS.

2. buonormunara BMAPI Tepanus ce npuiara chriacHo u3uckBanusta Ha Hapenba Ne 4
ot 04 mapt 2009 oTHOCHO pefa 3a NPeaNnucBaHe U OTIYCKAHE Ha JICKAPCTBEHU CPEACTBA
— (Bas13;1a B cruta mpomsiaa ot 27 aBryct 2019).

3. buonornynara BMAPn tepanust ¢ etanercept, infliximab, adalimumab, ixekizumab,
certolizumab pegol TpsibBa aa ce omenu Ha 12 ceaMuIla OT HAYAIOTO HA TEpaMKITa U Ja
ce cIipe NpHU MAIUEHTH, TPU KOUTO HE ce HaOJto/1aBa aJcKBaTeH OTIOBOP, OICHCHH HA
6a3zara Ha PSAR kputepumure.

a. 3a aJeKBaTeH OTTOBOP CE CUMTA MOJ0OpsBaHE HA MOHE 2 (3aIBJDKUTEIIHO EIHH OT
TaX TpsiOBa n1a e joint tenderness or swelling score) ot 4 PSAR kputepuu u nurnca
Ha BJIOIIABaHEe MPU BCUUKUTE 4 KpUTEPHSI.

b. IManmentn, mpu kouto Ha 12 cenmuna ce orunta PASI-75 orroop, HO o PsAR
KpUTEpUUTE HE CE€ OTuUMTa aJeKBAaTeH OTroBOp, TO Te TpsAOBa nga Obaar
KOHCYATHPaHU OT JEepMaTojior, 3a Jia C€ pelld [0 KOJKO € IOAXOJAIIO0
MPOABKABAHETO HA TepaIusiTa, Ha 0a3aTra Ha KOXHUS OTTOBOP.

4. Golimumab e anTepHaTuBa 3a JIEUEHHUE HA aKTUBHH M MPOTPECUpaIld MCOPUATPUYHU
apTPUTHU MIPU BB3PACTHHU.

5. Ustekinumab camoctosiTento wian B komOuHarus ¢ Merorpekcat (MTX), e mokasaH 3a
JIeYeHNE Ha aKTHUBEH TCOPUATHUYEH apTPUT TpPH BBH3PACTHU MAIUMEHTH, TPH KOUTO
MpeAliecTamara Tepanus ¢ Moauduuupaniya 0oJecTTa aHTUPEBMATOUIHU CPEJCTBA
(DMARD) e 6una HerocTaTbuHA

a. IlpenopwpuBanata po3upoBKa Ha ustekinumab e HawamHa 1n03a oT 45 mg,
MPUJIOKEHA MOJKOXKHO, TIOCIEBaHa OT J03a oT 45 mg 4 cenMULM NO-KbCHO U
clesl ToBa Ha Bceku 12 cenMui. ANTEpHATUBHO, PU MALIMEHTH C TEJIECHO TETJIO0
> 100 kg, mosxe na ce nznonssar 90 mg

b. Jleuenuero ¢ Ustekinumab Boau 10 3HAYUTETHU TOTOOPEHUS B H3MEPUTEITUTE 32
aKTUBHOCT Ha 3a00JIsIBaHETO Ha ceamuIia 24.

6. Secukinumab
6.1 Secukinumab camocTosiTenHo unu B komOuHanus ¢ merorpekcar (MTX), e mokazan
3a JICYCHHE Ha aKTUBEH IICOPUATHYCH apTPHUT MIPU BH3PACTHH MAICHTH, IPH KOUTO
Ipe/ecTBalaTa Tepanus ¢ MoguUIMpaiy 00JIeCTTa aHTUPEBMATOUTHU CPEJICTBA
(DMARD) e 6una HenocTaTbuHA
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a. Ilpu mamumentu ¢ IICA W CBhOBTCTBAL] YMEPEHO TEXKBK OO TEXKbBK IUIAKATEH

MICOPUA3NC WM KOUTO HE Cca ce MOBJIUSIN JOCTaThYHO OT MpoBeneHaTa aHTu-TNFa

Tepanus, npenopbunTenHara ao3a € 300 mg,

a. Ilpu TNF — HauBHM NanMEHTH W MAIMEHTU C JIEK JO YMEPEH ICOpUa3UC
npenopbruuTenHara j103a € 150 mg. Bp3 ocHOBa Ha KJIMHUYHMS OTTOBOP J103aTa
Moxe n1a ce nosuiu 10 300 mg.

b. KnuHuuyHHs OTrOBOp OOMKHOBEHO C€ IOCTHIAa B paMKUTe Ha 16 ceamuiu
JICYEHHUE.

7. Ixekizumab

a. Ixekizumab, IgG4 MOHOKIIOHATHO aHTHTSIO, TOKA3aH 3a JICYCHHE Ha YMEPEHO TEKBK JI0
THXBK IUIAKaTEH IICOPUA3UC TIPH BB3PACTHU, KOUTO €A MOAXOIAIIN 32 CHCTEMHA TepaItusl.
CamocroarenHo win B komOuHanmusg ¢ MTX, e moka3aH 3a JeyeHHEe Ha AaKTHBEH
TICOPHATUYCH apTPHUT MPH BBb3PACTHH MMALUEHTH, KOUTO CE MOBJIMABAT HEIOCTATHUHO HIIH
UMaT HENOHOCHMOCT KbM €JHa WIM IOBeYe Tepanuu ¢ Moauduuupaiiyd OosecTra
aHTHUpeBMarouniHu ekapctsa (DMARD).

b. Eduxacuocrra u Oe3omacuocrra Ha IXEKIZUMAB ca [goka3aHu HE3aBHCHMO OT
BB3pacTTa, 10Ja, pacara, IPOABIDKUTEIHOCTTa Ha 3a00JIIBAHETO, W3XOJHOTO TEJECHO
TErJo, 3acsraHeTo OT NCOPHA3MC Ha M3XOJHO HMBO, M3xoaHara croiHocT Ha CRP (C-
peaktuBeH nmpoTenH), wu3xomHus DAS28-CRP, chobTCTBAIO NOpPUIIOKEHHE Ha
KOPTUKOCTEPOUAM M MPEIXOAHO JieueHHE C OHOJOrMYHO JIEKAPCTBEHO CPEICTBO.
Ixekizumab e edukacen npu manUeHTH, KOUTO HE Ca JICKYBaHH ¢ OMOJIOTUYHO CPEIICTBO,
KOUTO MMaT €KCIO3ULMS Ha OMOJIOTHYHO CPEJICTBO, U TAKHBA, KOUTO UMAT HEYCHeX MpH
JedeHne ¢ OMOJIIOTHYHO CPEJCTBO.

8. Guselkumab

a. Guselkumab e wsmsano domemkun umyHornoOynmuH Gl jmamb6ma  (IgG1X)
MOHOKJIOHAJTHO aHTHUTsUI0 (mAb) kbM npotenna uHTepneBkuH (IL)-23, momydeno
B KJIETKH OT siiuHMuM Ha kuTaiicku xamcrep (CHO) upe3 pekombunantaa JJHK
texHosorusi. Guselkumab mnpunoxeH camocTOATENHO WJIM B KOMOMHALUSA C
MetotpekcaT (MTX), e mokasaH 3a jeuyeHuEe Ha aKTUBEH ICOPUATHUYEH apTPUT
IpU BB3PACTHU MALMEHTH, KOUTO HE ca C€ MOBIUSIIM JIOCTaThbU€HO MM ca
MPOSIBIJIM HETTOHOCHMOCT KBM MpEIIECTBamia Tepanus ¢ MOAU(UIIUPAIIO
Oonectra anTupeBMatuuHo nekapctBo (DMARD). Guselkumab e mokaszan 3a
JieYeHNe Ha yMEpeH J0 TEeXbK ICOPHA3WC C IUIAKH TPU BB3PACTHU, KOWUTO Ca
MOJIXO/SIIM 32 CUCTEMHA Teparus.

b. Guselkumab moka3sa mogoOpeHHe Ha MPU3HALUTE U CUMOTOMHTE, (pru3ndeckaTa
(GYHKIMS U CBBP3aHOTO ChC 37APABETO KAaYECTBO Ha )KMBOT M HaMajsiBa CKOPOCTTa
Ha TIporpecMpaHe Ha Tnepu(epHUTE CTaBHU VYBPEXKIAHUS TIPU BB3PACTHU
nanveHTn ¢ aktuBeH PsA. Jlewenwero ¢ Guselkumab Bomu no 3Haunmm
nmooOpeHus B MoKa3aTeauTe 3a O0JecTHa akTUBHOCT B CpaBHEHHUE C Iaredo Ha
Cenmuna 24.

V. Jleuenue Ha IIcA - akcuaana CCAIL, nepudepna CCAIL nian IIcA.
Jleyenne 10 mocTUraHe Ha peMuUCHsI/HICKA (0JIECTHA AKTHBHOCT
Aaroputbm 3a gedenue CCAII
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Cnen nyonukyBane Ha ACR/EULAR, (AmepukaHCKH KoJiex 10 peBmaroiorus/ EBponeiicka
JIMTa Cpely peBMaru3Ma) mpenopbkute 3a jgedenue Ha PA mpes 2010 r., nedenuero Ha OOJHUTE
¢ PA 1o mocturane Ha peMuCHs MU HHUCKAa OOJECTHAa aKTUBHOCT B CIy4auTe, MpPU KOUTO HE
MOXe Ja ObJie TOCTHrHAaTa peMHUCHs (IMAIMEHTHTE C IBJITOrOJAWIIHA OOJIECT), OCTENEHHO Cce
IpeBpblIa B pyTHHHA IpakTuka. Cria3BaHeTo Ha MPENOpPbKHUTE 3a0aBsi MPOrpecHsTa Ha CTaBHATA
yBpeaa ¥ chXpaHsBa (YyHKIMOHAIHUS KalauTeT 3a MO-IbJIro BpeMe. 3a IelnTa ca pa3padoTeHH
BAIMJMPAHA CTaHAAPTU3UPAHH WHAEKCH 3a OIICHKAa Ha OOJIeCTHa aKTHBHOCT M 32 PEMHUCHs Ha
6orecrra. OT OCHOBHO 3HAUEHHUE MPU TE3U OOJHU € CUCTEMHUSI KOHTPOJ1/Ha0 0 AeHE.

[Tonzara ot momobeH cuctemMeH KoHTpon Ha Oomunute ¢ IIcA ce mpenmonarame, a e
HEJIBYCMHCIICHO TIOTBBPJIcHA ciieq mpukiaouBaHe Ha mpoyuBaHeto TICOPA. IlpemopbuBa ce
CTPUKTEH KOHTPOJ BbpPXY aKTUBHOCTTA Ha OosiecTTa npu Bcuuku O0onHu ¢ [IcA u cBoeBpeMeHHa
KOPEKIMsI Ha TepanusTa MpU MEpCUCTHpPaHE Ha BUCOKa 0O0JIECTHA aKTHUBHOCT, OLLE IIOBEYE 4e
TO3U IIOJIXOJ] HE CE CBbP3Ba ChC CTATUCTUYECKU 3HAYMMO HAapacTBAHE HA HEXEJIaHU JIEKapCTBAaHU
peakmuu (HJIP). Mexmynapoanata ekcriepTHa rpymna AeuHUpa TpPEernopbKd 3a JIeYeHHE Ha
akcuanHa u nepudepna CCAIl B ToBa umcno u 3a IICA. AHalNOrMYHO Ha TPEMOPBKUTE 3a
nedenue Ha PA, T4 onpesenu 3a 1ei - I€UEHUETO JI0 JOCTUTaHe Ha pEMHCHS WM HUCKa OojiecTHa
aKTUBHOCT, U pa3pabdotu anroputbm 3a jgeueHne CCAIL

Adapt therapy Adapt therapy
according to —

disease activity /
Remissnon/
Use \‘ 5
measures
of clinical disease activity

and acute phase reactants
as needed

Sustained
Remission

\ s spAt g 4

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

Sustained low
disease activity

Low disease

activity

Adapt therapy
according to
disease activity

Alter-
native
target

Adapt therapy
if state is lost

SpA = spondyloarthritis (CCAII).

Kpurtepuu 3a MuHuMaiHa GostectHa akTuBHOCT npu 6o0Jnu ¢ [IcA (MDA, minimal disease
activity)

Jleuenue 10 MOCTUraHe HA pEMHCHS WIIM HUCKa 00JeCTHA aKTUBHOCT U3UCKBA KOJIMYECTBEHH
MeToaM (¢ HU(POB U3pa3) 3a OLIEHKA Ha TeKecTTa — noaxoasanl uujaeke € MDA (MuHuManHa
6onectHa aktuBHOCT). [lamment c TIcA e ¢ MDA, koraTo u3nbiBa moHe 5 oT cieaHuTe 7
KpUTEpUS:

47



® bpoii 6one3nenu crapu < 1

® bpoii otounu craBu < 1

® Nunexcu PASI <1 wyim BSA < 3

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

® Ouenka Ha OoJsiecTHaTa akTUBHOCT (0T manuenta) mo BAC <20 6. HAQ <0.5
® bpoii enre3urtu < 1

® Iunexc BSA (body surface area, mtor oT TeiecHaTa HOBBPXHOCT, IIOPa3eHa OT MCOPHA3KC) <
3%.

JleyeHue Ha KOKHUTE POMEHHU - Bb3MOKHOCTH
[Ipy manmeHTH ¢ BHCOKO-aKTHBEH KOXKEH IICOpUAa3uc ce mpernopbyBa ymnorpebata Ha MTX,

MIPOM3BOHM HAa PETHHOJIOBA KUCEIIMHA, JIOKAJTHU CPEICTBA, IcopaieH +/- yarpasuoserosa (UV)
CBCTJINHA. HpI/IJ'IO)KeHI/IeTO UM IOKa3aHO IMOBJIMABA KOKXHUTC ITPOSABU.

Jleuenue Ha IIcA — BL3MOXKHOCTH

Jleuenue ¢ JeKapcTBeHU MPOAYKTH

Jleuenue Aptput [lIcA ICiosnmummr  [laktwmr  |Enresur
HCIIBn X X

BbrpecraBHo npuiioxxenue Ha KC X

JlokaHo JeueHue (BbHILHO) X

Dusnorepanus X

[copaien UVA/UVB X

k-BMAPJI (MeroTpekcat, IUKIOCTIOpUH

A, sulphasalazin, leflunomide) X X

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

bunornyan BMAPJI  (uaxuburtopu HaIX

Jleuenneto 3amouBa ¢ HCIIBn mpu BCcHMYkM ManyeHTH (IpU JIMICAa HAa HPOTHUBONOKA3aHMS).
JlokanmHOTO (IpU €HTE3UTH) WM BBTPECTAaBHOTO IpuiiokeHue Ha ['K (IIpu equHUYHN Bb3NaIEHU
CTaBHM), MOKe J1a ObJIe 0COOEHO e(eKTHUBEH MOIXO0/ MPU HAKOU MarueHTH. [Ipu BCHUKU ocTaHaH
00JIHM, @ UIMEHHO TE3M C MEePCHCTHUpAILl apTPUT, ce MpernopbuBa npuioxkeHrnero Ha BMAPJII 3a
NMOBJIMsIBAHE MPEIMMHO HA MOpakeHUusiTa Ha nepudepuure craBu (k-bBMAPJI nokazano e
MOBWJISIBAT MPOMEHM B rpbOHaKa) u mo-manka creneH (0-BMAPJI -moBnausBaT mpoMeHUTE B
rppOHaKa, nepudepHUTE CTaBU U KOXKarta). B penku ciayyau ce npuiara XpoHUOTEpanusi ¢ HUCKH
J1031 KOPTUKOCTEPOUIH.
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XHpYpPru4yHo JieyeHue
— APTPOCKOIICKa CHHOBEKTOMHSI — €(DEKTHBEH METOJ] Ha JIEYCHHE HA TEXbK, arpeCHBHO

MpoTHYaIl XpOHUYCH MOHOAPTPHUT.

Enponporesupane  (npu  u3paseH  (QYHKUUMOHATEH  JOeQUIMT) WM  YaCTUYHH
PEKOHCTPYKTUBHU XHPYPTUYHHM HMHTEPBEHLMH C€ MPENopb4BaT IMPH HEBH3MOXHOCT 3a
KOHCEpPBAaTHBHO BB3CTAHOBSIBAaHE Ha (YHKLIUATA Ha 3acerHarara craBa. Karo ocoOeHo
YCIEUIHY Ce CYMTAT KOPEKIMUTE B o0JiacTTa Ha KoisiHHa 1 Th craBw.

— Aprponesu/apTporiacTika ce IpuiiaraT U Ha Ipyr cTaBu (MajieroBa CTaBa).

- YcnoBHa HHJUKAIUA 3a XUpypruiHa HamMecCa Ca CHUJIHHTC OOJIKM W/WIM HAIAYHETO Ha
JTECMOTCHHH KOHTPAKTypH — IOCTOIICPAaTHBHO C€ OTOENsA3Ba 3HAYMTEIHO IIOJ0OpEeHHEe B
JIOKAJIHUA CTATyC, HO B CPABHUTCIIHO KPATBK ICPUO IMATOJIOTHUATA pCIUIUBUPA.

- [lpy peuuauMBHpAIIN EKCYIATHBHA CHHOBHTH Ha KHTKH CE MPEHOpbhYBA KOMIIPECHUBHA

HpeBpbH3Ka.

du3ukaaHa TEpanus

Jleuenue Ha [IcA — npunnunu u npenopbku Ha EULAR

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

I[IcA e XxereporeHHO U TOTEHLMAIHO TEXKKO MPOTHYAIlO0 3a00JsBaHE, KOETO H3UCKBA
MYJITHIUCIMITTIMHAPEH MOJX0]] HA JIEYEHHUE.

Haii-no6pust nmoaxon 3a nedenue Ha IICA ce ocHOBaBa Ha CHbBMECTHO B3€MaHE Ha PEIICHUS OT
NAIMEeHTa U JIEKyBaIllUs IO peBMaToJIOr.

JleueHneTo Ha MYCKYJHO-CKEJIETHUTE NPOSBU € OCHOBHA IpHKa Ha PEBMATOJIOTa; KOHTPOJA
BBPXY KIMHUYHO 3HAYMMOTO KOKHO 3aCSiTAHE C€ OCBIIECTBSIBA OT PEBMATOJIOT U JI€PMaTOJIOT.
I'maBHa 1en Ha TepanusTa € NMoA0OpeHHe Ha KaueCTBOTO Ha KMBOT CBBP3aHO ChC 37PABETO B
awirocpoueH mwian (HRQOL) upe3 KOHTpOJI BEPXY CHUMIITOMHUTE, MPEAOTBpATSIBaHEe HAa CTaBHATA
JeCTPYKLUs, HOpMAJIM3UpaHe CTaBHATa (DYHKIMS U COLMAJIEH JKUBOT; IIOCTUTAaHETO HA PEMUCHS
€ Ba)kKHa LIel.

[TanmenTuTe peoBHO TpsiOBa Aa ObAAaT HAOIIOAAaBaHU M JEYEHHETO TpsOBa Ja ce KOpUrHpa IO
MOIX OIS HAYUH.

0000menne Ha npenopvkume 3a Jedenue Ha IlcA Ha EULAR:

e HCIIBxa morat na 0bAaT U3MOA3BaHU 32 00JEKYaBaHE HA MYCKYJIHO-CKEJIETHU CUMIITOMH
- ©KEJTHEBHO, B O0OMYaHUTE JT03U, + FaCTPOIPOTEKTOP.

e [Ipu aktuBeH [IcA (ronstm Opoii OTOYHM cTaBU, CTaBHA YBpeAa ChueTaHa C Bb3MAIUTEIICH
nporec, yckopena CYE, Bucok CRP, u/unm KIMHMYHO 3HAUMMHU W3BBHCTABHU IMPOSIBH)
ce mpenopbuBa JseueHue cbc K-BMAPJI — MTX, sulfasalazine, leflunomide. Tlpu
aktuBeH [IcA u knmuHnuHo 3HauyuM llc ce mpennountar BMAPJI, kouto nmoBnusiBatr u
KOXKHOTO 3a0oisiBane, kato MTX.

e BbTpecTaBHOTO MNPUIIOKEHHE Ha JAENO-KOPTUKOCTEPOUIHU JIEKAPCTBEHH CpEACTBA €
JOMbJIHUTENHA Tepanus. [JIIOKOKOPTUKOMIM MOXE Jla Cc€ [Mpuiarar CHUCTEMHO C
MTOBUIIIEHO BHUMAaHHE B Hall-HUCKaTa e(h)eKTUBHA J103a.
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[Ipu aktuBen IICA u HeocTaTbueH OTTOBOP KbM Hal-MajKo €1HO cuHTeTuyHO BMAPJI
(manp. MTX) ce BrirouBa TNF-o- uaxuburop wim IL-17 nin IL-12/23 uaxuburop.

[Ipu akTUBEH €HTE3UT W/WIN JAKTHIIUT B HegocTtarbueH oTroBop kbM HCIIBn n/mmm 'K
(BpTpectaBHO) ce BKarouBa T NF-0- naxuburop mmm IL-17 wau 1L-12/23 uaxuburop.
IIpu IIcA ¢ npeauMHO akcuaiaHO (IpbOHAYHO) 3acAraHe U HEJOCTAaThUYE€H OTIOBOP KbM
HCIIBx ce BrmrouBa TNF-a- naxuburop mmm IL-17.

[Ipu axktuBen IIcA u HemOCTaThUE€H OTTOBOP KbM Hal-Maliko eqHO CHUHTeTHYHO BMAPJI
(marmp. MTX) ce BrmouyBar waxuOutopu Ha TNF- a, IL-17A, 1L12/23 umun JAK-
uaxuburop (tofacitinib)

[Tpu manueHTH ¢ aKTUBEH SHTE3UT/IaKTHIUT U He3anoBoiuTeneH otroBop kbM HCIIBC
wm nokanaun KC, moxe na ce 3amoune tepamus ¢ OBMAPJI  u JAK-unxuburop
(tofacitinib)

[IpoyuBanus c antu IL-17, antu-1L-12/23 couar, ye Te3m mpemapaTd UMar CXoJIHA Ha
TNF-unxubutopute epEeKTUBHOCT BBPXY CEHTE3UTa M JaKTWIMTA. PangoMusupanu
KIMHAYHY W3MIMTBAHMS coyaT e()eKTUBHOCT Ha tofacitinib mpu eHTE3UT U AAKTUIIHT.

[Ipu manuenTu ¢ nepudepeH apTpUT U HeaeKBaTEeH OTTOBOP KbM MoHe eaquH KCbMAPII,
Ipy KOUTO He € moaxondma ymnorpebata Ha antu-TNF, morar ga ce umMaT NpeaBul
O6BbMAPJI, nacouern kM 1L12/23 nmm IL-17 curnammsupanero win JAK-uaxuOuTOop
(tofacitinib)

[Ipy manueHTH C NpEeIMMHO aKchajiHa OOJIECT, KOSITO € aKTMBHA M HE CE IOBJIMsBA
nocratbuHo oT HCIIBC, moxe na ce 3anoune tepanus ¢ 0bMAPJI win JAK-unxudurop.
I[Ipn mamuentute c¢ IIcA, HCIIBC wmorar na ce wu3moi3Bar 3a OOJCKYEHHWE Ha
MYCKYJIOCKEJIETHUTE OIJIaKBaHUS.

[Tpu maumenTu ¢ nepudepeH apTpuT, 0cOOEHO MPU MHOTO OTOYHHU CTaBH, CTPYKTYPHO
yBpexJaHe, Hajauure Ha Bb3najgeHue, Bucoku CYE u C-peakTuBeH nIpOTEUH, MOTarT Ja ce
nMmat npensun KcbBMAPJI, kato MTX e 3a npeanounTtaHue Npu TE€3H CbC 3HAYUMO
KOXHO aHTa)KUPAaHE.

Jloxanaure KC nnxexkuuu TpsOBa fa ce uMat NpeBu KaTo crioMaraTesiHa Tepanus Mnpu
IIcA. Cucremuute KC Mmorat na ce M3M0i3Bar ¢ MOBUIIEHO BHUMAaHUE U B MUHHMMAaJIHA
e eKTHUBHA J03a.

IIpy maumeHTH C nepcucTUpama OoJecTHa AaKTUBHOCT Ha (OHA Ha JIEUYCHHE C
uaxuoutopn Ha TNF- o, IL-17A, IL12/23 wim JAK-unxubutop, na ce oOMucin
IIPEMUHAaBaHETO KbM JApYyr HHxuOuTop Ha TNF-a win qpyr kiiac MeIuKaMeHT, ako TaKbB
He e OuJI Npuiara npeau ToBa

ITpu TIcA ¢ MHOro BHCOKa aKTMBHOCT (C TOJIIM Opoil OTOYHM CTaBH, 3HaYMMa CTaBHA
yBpeAa ¢ KIMHUYHU U Ja0opaTopHU Oesie3d Ha BB3MaJeHHWE W/WINM KIMHUYHO 3HAYUMHU
M3BBHCTABHUTE NPOsiBY, BKIL. [Ic oOXBalmai rojisiM MpoLEHT OT KOXHAaTa MOBBbPXHOCT) ce
BKJIFOYBA OMOJIOTWYEH JieKapcTBeH nmpoaykT uin JAK-unxuburop, wmu IL-17 nopu npu
MAIMEHTH HE MPOBEXK AN 10 MOMEHTA JieueHue cb¢ K-bMAPJI.

ITpu manmenTu ¢ nepudepeH apTpuT U HealeKBaTeH OTrOBOpP KbM MoHe enuH KCBMAPJI
npemnapar TpsoBa 1a ce 3anoune tepanus ¢ 0ObMAPJI unn JAK-unxu6urop. Autu-TNFa,
antu-1L-12/23 u IL-17A ca edextuBHu npu nepedepen aptput. Hail-nmbarocpounen
ONMUT M J00pe YyCTAaHOBEHO CBHOTHOILIEHHWE Noji3a/puck uma ¢ aHTu-TNFo rpymara.
Benuku antu-TNFa ca edextuBau npu IIcA. Tepamnusra c tofacitinib e mokazan go6pa
e(peKTUBHOCT BBbpPXY Bcuuku mposiBu Ha IIcA. IlpemopbuBa ce mnpoabKaBaHe Ha
chIbTCTBaNIaTa Tepanus ¢ KCbMAPIL.
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e [Ipu onpexensiHe Ha TepaneBTHYHATA CXEMa I10]] BHUMAHUE CE B3UMAaT U CHITbTCTBAIINTE
3a00JisiBaHMsI ¥ (PAKTOPHUTE CBBP3aHU C 0€30MMaCHOCTTA.

HCIIBa
[IwpBara nuHUS Ha JedeHWE Ha marueHTH ¢ [ICA BKIIIOYBA CENEKTHBHU IUKIOOKCHUTCHA3a 2
naxuouTopu U HecenektuBan HCIIB.

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)
[Mpunoxxenunero va HCIIBn obnekuaBa cumnroMute (OBJIAZsIBa JIGKOCTEIICHHOTO BB3MAJICHUE U
HaMaisBa OoJKata M CKOBAHOCTTA), HO TE HE MPOMEHAT XOJa M Mporpecusita (KIMHUYHA U
pentrenorpadcka) Ha [IcA.
Jlanaute 3a TAxHATa €UKACTHOCT OT KIMHUYHM U3NUTBaHUA nipu O6omnHu ¢ [ICA ca orpanudenu
(BBIIPEKH MPOTHBOBB3MAIUTEIHATA UM €(PEKTHBHOCT). Te He nosuuasam KodiCHume Jje3ull.
JIOMBJIHUTENHO NAalMEHTUTE, JIEKYBaHU C HECTEPOUJIHU IMPOTHUBOBB3MAIUTEIHU CPEICTBA, ca
W3JI0’KEHU Ha TMOBHUILEH PUCK OT ChPJICYHO-CHIOBH M croMaluHo-upeBHU HJIP, mopagu xoero
OIIEHKATa Ha MoJ3a/pUCK € 3aIb/DKUTEIHA TPH OINPE/e/sIHEe Ha TepaleBTUYHATA CXeMa, KaKTo U
ynoTpebarta Ha TaCTPOIPOTEKTOPH.

T'1I0KOKOPTHKOUIH

[Ipu nedeHre Ha MOHO- M OJIMTOAPTHKYIApHA (OpMa, SHTE3UT WU JAKTUJIUT, KaTo JOMbIBaIla
Tepanusi ce npenopbuBa BbTpecTaBHO npuiioxkenue Ha KC. Cucremnoro npusnosxenue Ha ['K ce
n30sarea. Makap U psAKO Ce Hajlara TakoBa JICUEHHWE — B TE3W CIy4yaW Ce€ MPEANOYUTaT HUCKU
eXEeIHEeBHU 103 (10 15 Mg mpeaHu30I0H-eKBUBAJICHT, Win 2-3 TabneTku nHeBHO). Hapen ¢
W3BECTHUTE HEXEJIaHW JIEKaPCTBEHM peaklMU OT MpoAbiukuTenHaTa ymnoTpeba Ha KC, mpwu
nanuentute ¢ [IcA moxe na ce HabmogaBa 000CTpsiHE Ha KOXKHOTO 3a00JIsIBaHE TPH OIMHT Ja
ObJaT HAMaJICHU WU U3KIIOYEHH Ha MO-KbCEH eTal OT TepaneBTUYHATA CXeMa.

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

BMAPJI (6onecT-moauduimpany aHTHpeBMaTUIHH JICKApCTBA)
e Kousennuonanuu BMAPJI (k-BMAPJI)
e buonoruunu BMAPJI (6-bBMAPJI)

BMAPIJI
1. KonBenuuonaauu BMAPIJI ca:
Methotrexate (MKB M07.3)
Leflunomide (MKB M07.2, M07.3)
Sulphosalazine
Cyclosporine A (o¢unmanHo perucTpupan camo 3a nanueHTu ¢ [1c)
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Haii-yecto npuiiaranuatr umyHoMoayaatop 3a jedeHue Ha [IcA kpm Mmomenta e MTX. CpaBHeH
cbe Sulphosalazine u leflunomide, MTX ce mpuema mo-gpiaro (mo-mo0bp KOMIUIAHBHC) OT
6omnante. MTX ce mpenopbuBa 3a nanueHT ¢ aktuseH IIcA. Berpeku ToBa 1oka3zaTencTBara 3a
HeroBata e(eKTUBHOCT ca orpaHuueHd. llo manHu ot kiauHMYHK mnpoyuyBaHuss MTX He
Moaudummpa xoma Ha OoJeCTTa, a CaMO TPAHUYHO TIOBIMSBA CTAaBUTE U KOXHH CHUMIITOMH
(BB3MOXKHO € J1a € CIIeJCTBUE HAa HEJOCTaThbUyHATa arpeCUBHOCT IPU MOBUIIIABAHE HA J03aTa Ha
MTX B 151xX). Komnnexcna oyenka na egpexkmusnocmma na MTX 3a neuenue na 6ornume c IlcA
He Modice 0a b6voe dadena, Ho MTX ocmasa naii-uecmo npunacanomo cunmemuuno BMAPIJI 3a
neyenue Ha axmueen I[lcA, u ce mpenopbpuBa KaTo BTOPO 3aIBJDKUTEIHO JEKAPCTBO NPHU
BKJIIOUBaHe Ha OmosornuHo BMAPIJI B TepaneBTruHaTa cxema.

MTX e ananor Ha QoiueBaTa KHCEIMHA U MOTHUCKA MPEIUMHO OBP30JCISAIINTE Ce KICTKH (B
KOCTHUSI MO3bK, CIUTEITHUTE KIETKU U JIP.), U MOJIYJIHpPa UMYHHUS OTTOBOP.

B 3aBucumoct ot hopmara u aktuBHOCTTA Ha [ICA, chIrbTCTBANIUTE 3200JISIBAHUS M CHCTOSIHUS U
nunicara/Hanmmuueto Ha HJIP, MTX ce npuiara B ceamuyna 103a ot 12.5 10 25 mg.
CeobprCcTBall0 JIeUeHHE C (ojueBa KucenuHa 3HauuTenHo HamansBa HJIP u nonoOpsiBa
KomIutanbHca KpM TepanusaTta ¢ MTX. IlpenopbuBa ce yCcriopeaHo NPUIOKEHUE Ha MOHE 5 MQ
(doyreBa KHCeIMHA CEIMUYHO, HO OTHOBO JTO3UPAHETO € CTPOTO MHIUBHIYAITHO.

Ha Onarapckus mazap He ce mpejuiaraT IpeaBapUTENHO AO03MpaHu (HopMH 3a MapeHTEPATHO
npwioxkenne (Metoject), mopaay KOETO TO3UPAHETO Ha MapeHTepaTHuTe (OpMHU B aMOyIIaTOpHU
YCIIOBUSI Cbh3/1aBa 3HAYUTEIHM TPYJHOCTHM Ha MAalUMEHTUTE. BbOpeku ToBa MapeHaTIHOTO
MIPUJIOKEHUE C€ TIPEANOYNTA, MOPAIAH MO-HUCKUS IPOLIEHT FTOPHO-AUCTICITUYHU OTUTAKBAHMSL.

2. Tapret cnenuduynu 60J1eCTONPOMEHSIIIH AHTUPEBMATHYHH JIEKAPCTBEHH MPOAYKTH
HNuxuduropn na JAK
ToBa ca Manku MOJEKYJIM, KOMTO HHXHOUpAT BBTPEKIETHYHOTO IIPEJaBaHE Ha
IIPOBB3NAIUTENHNAS CUTHAJI NPEHECEH OT €JHa [0 JApyra KIeTKa ¢ IOMOINTa Ha
pa3aMyHU LUTOKMHHU. CBBpP3BAHETO HA IIMTOKMHUTE C TEXHUTE pELEnTopH Ha
KJIEThbYHATa [TOBBPXHOCT BOAM JI0 MOJIMMEPHU3ALUs HA PELIEITOPUTE U AKTUBUPAHE Ha
cebp3anute ¢ Tax JAK (JAKI1, JAK2, JAK3, TYK2). AxrtuBupanure JAK
¢dochopunupar peuentopure, KbM KOUTO ciex ToBa ce mnpukausar STAT
(mpeoOpa3yBaTenu Ha CUTHaJla M aKTHBAaTOPH HA TPAHCKPUMLUATA). AKTUBHUPAHUTE
JAK dochopunupar STAT, xouto aumepusupaTr M ce NPHUABHKBAT 10 SAPOTO,
KbJIETO aKTUBHPAT HOBA reHHa TpaHckpumnuud. [Ipu naxubupane Ha JAK ce Onokupa
IIPElaBaHETO Ha CHUTHAja OT peLenTopa A0 SApPOTO IOCPEACTBOM IOTHCKaHE Ha
MOCTTPAHCIANUOHHOTO (dochopuiivpaHe Ha TUPOSUHOBU W/MIIM CEPUHOBHU OCTATBHIIU
Ha STAT. B pesynrar Ha TOBa ce moctura Obp30 IMpenporpaMHpaHe Ha TeHHara
eKcIpecrs NMPOTUYAIlA JO TO3M MOMEHT B KJIETKaTa
JlexapctBenn mpoayktu: Tofacitinib (Xeljanz) - tabnerku or 5 mr. Muxubupa
npeaumuo JAK1 u JAK3. OnoOpen e 3a neuenne Ha [IcA or FDA u EMA B no3a 2x5
Mr/aH. B komOuHanus ¢ MTX unm kaTo MOHOTEpamnus.
2. buojornuau GMAPJI

OuakBa ce OMOJIOTMYHUTE CPEJCTBA J1a MOBIHUAT WIM CHpaT KIMHUYHATA M PEHTTeHorpagckara

eBoJIroIMs Ha OosiectTta. Benuku Ouonornynu cpeactsa ce npuiarar yenopeano ¢ MTX, u camo

IIPU OIIPEJIEIICHH YCIIOBUS CAMOCTOSITEIIHO.

Haii-ronsim e 6posit Ha Omosiormunute cpeacta cpenry TNF-o, mocneaBanu ot TapreTupaniuTe

IL-12/23, IL-17A, 1L-23, IL-6 u CD20. Ot 1sx ¢ noka3an edekt npu nanueHtute ¢ [IcA u Ic ca
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MIPEJCTaBUTENIA CaMO Ha IIbpBUTE TpuueTupu Kiaca (antu-TNF-a, antu- 1L-12/23, antu- IL-17A
n a"tu |1L-23). HesaBucumo oT oOemaBamuTe pe3yiaTaTH TE3W JIEKAPCTBEHH NPOJIYKTH HE
MOBIUSABAT MpUYMHATa 3a OosecTra (HEU3BECTHA e€TUOoJIOrHs). ToBa TH Ompeaens KaTo
MaTOreHeTHYHu JieueOHn cpeactBa. BMAPJI  (KOHBEHIMOHAIHM W OHOJOTMYHH) ICIIAT
MOBJIMSIBAHE HA IECTPYKTUBHHUS MPOIIEC ¥ Ca HACOYCHH KHbM PA3IMYHN KOMIIOHEHTH Ha UMYHHUS
OTroBOp (JIeKapCTBEHHWTE IPOAYKTH, MMOBIHSBAIIM 3BEHA B IMATOTCHETHMYHHTE KacKaad Ha
Oonecrra). [IpekbcBaHETO HA JICYCHUETO, C KOMTO M Jia € OT TAX, € CBBbP3aHO C 00OCTpsiHE Ha
0osecTTa B pa3inyeH CPOK.

BoIpeku pa3nmuyHUTE TEpareBTUYHH CXEMH, MPH 3HAYUTENICH MPOIEHT OT OomHuTe ¢ IICA,
aKTUBHOCTTA Ha OosecTTa nepcuctupa wim ce usasssat HJIP.

KbM MomeHTa TepaneBTuuHara nupamuga Bkimousa HCIIBa, I'K (mpu nmokaszanu nanueHtu —
BBTPECTAaBHO WK JIOKaIHO), cBMAPJI u nipu HenmoBnusiBaHE OT MOCJICIHUTE WM MPH BUCOKO
aKTUBHA OO0JIECT €THOBPEMEHHO C TAX ce BkiIouBa OuosnormyHo BMAPJL. Ot mocnemgnute
peructpupanu 3a nedenue Ha [IcA ca mpencraButenu Ha nBete rpynu — anTu- I NF-o u antu-1L-
12/23 n aHtn-IL-17, IL-23.

Baxna ponst B matorenesara Ha IIcA wurpast T-xemmep 17 (Thl7) knerkute. Te perynupar
MPUIOOUTHS UMYHUTET CPEIy MUKPOOU | ca (DaKTOpPH B Pa3BUTHETO HA PA3IUYHH aBTOUMYHHH
3a0onsaBaHus. B kpaliHUTE eTalu Ha CJIOKHA KacKaja ce CHHTEe3Uupar peaulia mpouHdIaMaTopHH
IUTOKUHU 1 aHTHoreHHu ¢gakropu - TNF-a, IFN-y, IFN-a, IL- 6, IL-1B, IL - 12 u IL — 23, xamo
nocieonume 06a mupwxkupar gudepennupadero Ha Thl m Thl7 kmerku. Thl7 kinertku
npousBexnat IL-17A, IL-17F, 1L-21 u IL-22. Te3u UHTEPIACBKUHH UTPASAT POJISI B ATOTeHE3aTa
Y Ha KOKHUTE TposiBu U Ha [IcA.

KbM MOMeHTa ce pa3paboTBaT MHOKECTBO TEPAITMHU, HACOYCHH KbM KJIETKA M IUTOKHHU B Th17-
meauupanus oet (IL-12/23, IL-17).

[To-mobpo pa3dupane Ha uMyHonaToreHe3ata [IcA, BkimrountenHo poista Ha TNF-o u [L-12 u
IL 23, noBene 1o pa3BUTHE HAa IIeIeBU OMOJOTUYHU Tepanuu (Tadnuua 2).

Taoauuma 2. BMAPJI u ocHOBHUTE NIAaTOreHETHYHN MEXaHU3MHU, KOUTO ITOBIIMSIBAT

MTX anTH TNF-0 [CTLA-4 [anTn-1L23/IL17 [Anti-CD20
ATIK | makpogaru || CD163 | T-xn. u)| DCs 1 aronto3a Ha [IMH knetku
T/B xietku LT xo. | CD3 AKTHBUPA- (| Th1/Th17 | cworHomenne T-kn./CD20
| CD4 (Thl) HCTO Ha | Mmemopu [TO3UTHUBHU KJIETKA
| CD8 HanBHU T+ | twmpkymupamu B-kietku;
|TH17 KJICTKH BbB BTOPHUYHUTE JTUMQPOUTHY]
opranu?

53



[{uToxuny/ 1 IL-8 | MMP-13 || 1L-12/23|| DCs 1 armonto3a Ha [IMH knetku
Anxeswonnu || E selectin || MMP-3 p40, Ho Hej| Th1/Thl7 | cworHomenne T-ki1./CD20
Monekymnu | ICAM-1 L ICAM-I H | Mmemopu [O3UTHBHH KJIETKH
| MMP-3 L1223 [ IL- | umpkymmpamm  B-kieTku;
1 1L-17 12p35 BHB BTOPHUYHHUTE JTUM(POUIHH]

) IL- opraHu?

1/8/10

| TNFa

| MCP-1

| IFN-y

1IL-5

[Ipunoxxenuero Ha BMAPIJI oBnaasiBa CUMOTOMUTE U HamMallsiBa IbJTOCPOYHATA 3a00J1€BAEMOCT.
Bwnpeku apceHana ot pa3sHOOOpa3HU JIEKAPCTBEHH MPOIYKTH U papabOoTBaHETO Ha MPENOPHKH 32
neuenune Ha [IcA, 3HAUMTENIEH MPOLEHT OT OOJIHUTE HE ce MOBJMABAT. [IpU MPHIOKEHUETO Ha
TNF-uaxubutopu (Haki-yecto mpriaraHoto OuonoruvHo jedenue npu IIcA) - 30% no 40% ot
MAIMEHTHTE Ca TbPBUYHN HOH-PECIIOHBPH.

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

Peructpupanute 3a neuenue Ha [IcA TNF-o-unxubutopu no 2011 romuHa, ca mpeaBuUIIEHU B
nperopbkute Ha EULAR 2012 wu BrmouBar adalimumab, etanercept, golimumab,
certolizumab u infliximab, u ca nokazanu edukacnoct npu IIcA, NOBIUSBAWKN KAKTO KOKHHTE
NpOMEHH Taka M 3acerHarure craBu. | NF-o-unxuOutopum 3a0aBAT/IpeoTBpaTsBaT
pentrenorpadckute nmpomenu. Ilpes 2013 r. ¢ upAMKaIMS JeuyeHUe Ha BUCOKoakTHBEH IICA e
pErucTpupaH u IepTOIU3yMao.
EdukacHoctra wa adalimumab, etanercept, golimumab, certolizumab wu infliximab e
JEMOHCTPHpAHa B PEIMIIA TPOYIBAHHUS.
TNF-a e knrouoé yumoxun B narorenesara Ha IIcA:

v/ UHyLHpa CHHTE3 Ha IPOBB3MAINTEIHN IHTOKUHI;

v/ CTUMyIHpa eKCIpecus Ha aXe3MOHHH MOJEKYIIH BhPXy ITOBBPXHOCTTA HA CH/IOTETHH
U IPYTH KIIETKH,

v/ [OBHIIABA CHHTE3a HA MATPHKCHU METaNONPOTEHHAH;

v/ [OTHCKa CHHTE3a Ha IPOTEOIMKAHH B CTABHHS XIS

v/ CTHMYJIHpa OCTEOK/IACTHATA AKTHBHOCT.
Nuxubupanero 6uonornyHata edpektuBHOCT Ha TNF-0 moTHcka B pa3nuyHa CTENEH BCEKU €IUH
OT u30poeHuTe Mmo-rope ehexTH.

Jleuenue Ha IIcA ¢ TNF-unxuéuropu
Ha dapmanestnunms nazap B bearapus ce npeasiarat (ca ce nmpejyiaraim):
TNF-o naxudurtopu ¢ peumoypcarus 75% (MKb M07.1, M07.2, M07.3):
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Adalimumab
Etanercept
Golimumab
Infliximab

e Certolizumab

Adalimumab e u3isu10 YoBemKo peKOMOMHAHTHO MOHOKJIOHAIHO aHTHUTsUI0. He ce pa3nnyasa
o cTpykrypa u pynkmnus ot yoBemkus [gG1l. Cewp3sa ce cnienuduyano ¢ TNF- anda u 61okupa
HeroBara OWONIOTMYHA (YHKIUS, KaTo BB3MPEISICTBA CBBP3BAHETO MY PELENTOPUTE IO
MOBBPXHOCTTA HA KJIETKUTE.
JlekapcTBeHa opMa: HHKEKIIMOHEH Pa3TBOP B MPEIBAPUTEIIHO HAITBIIHEHA CIIPUHIIOBKA,
cpabpakaiia 40 mg adalimumab.
Jlo3upoBKa 1 HaYMH Ha npuiiokeHue: 40 Mg c. K. BCsIKa BTOpa CeIMUIIA.
Knunnyna edukacHOCT: moKa3zaH € 3a JieueHHWe Ha akTUBHA U HampenHana ¢opma Ha [IcA npu
BB3pPACTHH, KOTAaTO OTrOBOPHT KBbM  MpeaxoaHaTa, Moauduuupama  3a00sIBAHETO
aHTHPEBMATUYHA Tepanus, ¢ OuI HepoctaThueH. Jlokazano e, ue adalimumab:
® HamajsiBa IpOrpecusita Ha MEepU(EepHOTO CTaBHO YBpEKAaHE (BKJI. PEHTTEHOTPadCKM)
IIPY MALKUEHTH ¢ nonuapTukyiaapeH [IcA (cbc cuMETpUYHO aHTa)KUpaHe Ha CTaBUTE), U
e 10a00psABa PYHKIMOHAIHUS KaMallUTeT;
e KJIMHUYEH OTTOBOp Ce MocTura oouyaitHo 1o 12-ta cenmuua. [lpy Bcuuku nanueHTu, npu
KOUTO HE ce Halro/1aBa CUTHU(PUKAHTHO MOJ00pEHNE B PAMKUTE Ha MMbPBUTE 3 Mecela,
MPOABIDKABAHETO HA JICYCHUETO C aJalnMyMad TpsiOBa BHUMATEIHO J1a Ob1e IPELEHEHO.

Ananumymab TpsiOBa Ja ce M3MOJI3Ba 1O BpeMe Ha OpPeMEHHOCT, CaMO aKo € HM3PUYHO
HeoOxoauMo. He ce ouakBar edekTH BBPXYy KbPMEHUTE HOBOPOJEHH / KbpMauerTa.
Cnenosarenno Adalimumab moxe ia ce u3mnon3ea o BpemMe Ha KbpMEHe.

Adalimumab ce npuara 3a neuenne Ha cnenuure auarsosu: M07.1, M07.2, M07.3.

Infliximab npeacraBnsBa xumepHo  MoHOKIOHaNHO Monoclonal anTuTsNO, CHABPKAIIO
YOBEIIKA U MUIIU KOMIIOHEHTH. CBB3Ba C€ KaKTO C pa3TBOpHMAaTa Taka M ¢ TpaHCMeMOpaHHaTa
¢opma Ha TNF-0, Kk0eTo Boiu A0 NOTHCKAHE HA OMOJIOTMYHUTE MY €EKTH.

JlexapctBeHa dopma: [Ipoussexna ce moa popmara Ha aMIysH 3a BEeHO3HA UH(DY3HUs,
cpabppkany 100 mg uadurkcumao.

Jlo3upoBKa ¥ HauWH Ha npuiokenue. 5 MQ/Kg kato MHTpaBeHO3HA MH(DY3HS, CIE] KOETO —
JOMBJIHUTETHU MH(Y3UU B 103a 5 mg/kg Ha 2-Ta U 6-Ta ceaMmuIa clieql mbpBara UHQY3Us,
MoCNeBaHU OT MH(Y3UH Ha BCEKH § CEIMUIIH.

Infliximab ce nmpuara 3a yiedenne Ha cieqaute quaraosu: M07.1, M07.2, M07.3.

Etanercept e pasrBopum perneprop 3a TNF (aumep oT wu3BBHKIETHYHATA 4YacT Ha JBa
perientopa). B nupkynamusata kommnetreTuBHO ce cBbp3Ba ¢ TNF-o u TNF-f u BB3mpensTcTBa
CBBpP3BAHETO UM KBbM DPELENTOPUTE Ha KIEThYHATa MOBBPXHOCT, U KaToO CIEJICTBUE OJIOKHpa
WHULIMMPAHETO Ha BB3MATUTEIHA KaCKaa.

JlexapcTBeHa hopma: rpax BbB (hjIakoHH, ChAbpKalM 25 u 50 My eTaHepLENT B KOMIUIEKT

ChC CIIPUHIIOBKH, C MPEIBAPUTEIHO HAII'BIHEH PA3TBOPUTEN — BoJA. JIekapcTBeHaTa

OIIaKOBKa ChIbprKa 4 (hjjakoHa eTaHepLENT U 4 COPUHIIOBKH C Pa3TBOPUTEIL.

Jlo31poBKa ¥ HAYMH Ha NPUIIOKEHHUE: TPU Bb3PACTHHU €TAaHEPLIENT Ce Mpuiara B 1o3a 25 mg
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JIBa II'bTU CEAMUYHO. B OTA€IHM ciiydan € Bb3MOKHO Ja c€ MPUJIOKHU U B J03a 50 My enun
BT CEAMHUYHO.

Knunnuna edukacHoct: Etanepuent npu nanuenTs ¢ IIcA nmogo0psBa KOHTpoJa BEPXY
OosnectHara akTuBHOCT. ETanepuent 3a6aBs craBHarta yBpeza. [Ipu nedenue ¢ etanepuent
OOJIHUTE OTUUTAT PEeayKIHs HA OOJKaTa, OTOKA Ha CTABUTE M CyTPEIIHATa CKOBAHOCT, KAKTO
Y 3HAYMTEJTHO TTOJ00PEHNE B CUMITOMKTE Ha KOKHOTO 3a00J1sBane omle Ha 4" ceamulia, a
npu 50% ot 6osHuTe € nocturHat uuaekc PASI7S Ha TpeTn Mecen OT JI€YSHHETO.
Etanercept ce mpunara 3a neyenue Ha ciennurte quaraosu: M07.1, M07.2, M07.3.

Golimumab npencraBisiBa 4OBEIIKO MOHOKIIOHATHO PEKOMOMHAHTHO aHTUTSUIO OT Kiac IgGlk.
OOpa3yBa crabwieH KOMIUIEKC C pa3TBOpHUMAara M TpaHCMeMOpaHHaTa (opMa Ha YOBEIIKHUS
TNF-0, koeTo mpenoTBpaTsiBa CBHP3BAHETO UM KbM PELENTOPUTE HAa KJIECThYHATA MMOBBPXHOCT.
lomumymab e ¢ BHCOK aUHUTET W HEyTpalu3upam] KanmanuteT 3a dvoBemikd TNF-o,
KoH(opManroHHa CTaOMJIHOCT M BHCOKAa DPa3TBOPHMOCT, KOETO IIO3BOJIABA J1a C€ IpHjara
BEIHEBX Ha 4 CEIMUIIN.

JlekapcTBeHa (opMa: MHXKEKLIMOHEH pa3TBOP B NPEABAPUTEHO HaIbJIHEHa mucainka SmartJect
ot 0,5 ml ceabpixa 50 mg romumymad u momoriHo BertectBo - 20,5 mg copouron (E420).
Jlo3MpoOBKa U HAYMH Ha NpuiiokeHue: 3a geuenue Ha [IcA ronumymabd 50 mg ce mpuiara
MOJIKO’KHO BEIHBK MECEYHO, Ha €JHa U chila aata. [lanuenTn ¢ tenecHo terao Hax 100 kg. mpu
KOHTO ciiel 3 10 4 103U He Ce MOCTUTHE 33/I0BOJIUTENICH KIIMHUYEH OTTOBOP,MOXKE J1a ce 00ChIu
MOBUIIIABaHE Ha jJ03ara Ha roaumyMad 10 100 mg BeIHBXK MECEYHO, KaTo Ce B3eME MPEIABHU]I
MOBUIICHHUSAT PUCK OT ONPEAETICHU CEPHO3HU HEXKENaHW JICKApCTBEHHM pPEaKIMW IMpU J103aTa OT
100 mg B cpaBHenwue ¢ go3ata ot 50 mg. [Ipu manuenTn 6e3 JaHHU 32 TePareBTUYEH €PEKT Cliex
3 1o 4 nonbaHUTENHN 1034 OT 100 Mg MpoabIKaBaHETO Ha JICYSHUETO TPSOBA /1a ce PEOLCHU.
Kinnnyaa eukacHOCT: TeparneBTHYeH OTrOBOP Ce MOocTura 3-4 — MecedHo JyieueHue (cuen 3-4
7I031) — IIPU JIMIICA HAa TaKbB B IIOCOUYCHUS MIEPUOJT JIEUEHUETO TPsIOBa /a ce MPEOLeHH, WU J1a ce
noBumM no3ata Ha 100 mg Beaubk MeceuHo. [lo-BucokaTa g03a MOXe Aa ce mpuiara u npu
nanuenTr ¢ terno Haa 100 kg (puckst ot onpenesnenu cepuo3nu HIIP e mo-Bucok mpu 103a ot
100 mg B cpaBHeHue ¢ mo3ata oT S0 mg). He ce mHkekTHpa JBOMHA /1032, 32 KOMIICHCAIIAS Ha
npornycHara jno3a. Ha 4™ ceamuiia oT JIeYeHHETO ChC rOMMMyMab OOJHHUTE ce  TOH0OpsABAT
(Opoit oToyHM W OONE3HEHHW CTaBH, MAKTWIMT M EHTE3UT, HOKHBTHH NPOMEHH M KOXHO
aHra)xupaHe), pecll. € HaJule NoAoOpeHHe Ha KayecTBOTO Ha JKMBOT U MO0-100pa
pabortocnocobHocT. [IpmiokeHnero Ha ronMMymad HamalsiBa MPOrpecusTa Ha CTPYKTypHarTa

yBpena.
Golimumab ce npwara 3a edenne Ha ciieqaute quaraosu: M07.1, M07.2, M07.3.

Certolizumab e pexomOunanteH, xymanusupan Fab' antutsuio ¢parment cpemy TNF-o (He
cpabpxka Fc-yuactek), exkcnpecupan B Escherichia coli u  KoHIormpaH-cBbp3aH C
nonuetmwieHrukon (PEQG). Ilermmmpanero 3a6aBst pasrpakaaneTro Ha 1eptyinunzymad. CBbp3Ba
pasrBopumus TNF-a.

JlexkapcTBeHa opMa: IpeaBapUTENHO HambjHeHa cipuHioBka (200 mg nepronuzymad neron/l
MJI) 32 €JHOKPATHO IMOKO0XHO IIPHUIIOKEHUE.

Jlo3MpoBKa ¥ HAUYMH Ha MPUIOKEHHE: IpernopbyBaHaTa /103a npu Bb3pactHu 400 mg /nHeBHO (2
umkexTupanus) Ha ceamuia 07, 27 u 4™ u ciex ToBa exnokpaTHo mo 200 Mg (morbpIKaia
7103a) Ha BCekW 2 ceamui. He ce mpemoppyBa crnmpaHe Ha chIbTcTBamara tepamus ¢ MTX
(mpu BB3MOXKHOCT). MTX ce mpemnoppuBa NHpU BCAKO OMONOTMYHO cpeacTBo. llanmenTure
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MPOITYCHATN 71032 TPsOBa Ja s MHXKEKTUpAT BeaHara clie] KaTo CH CIIOMHST U J1a MPOJBIKAT
MpUJIaraHeTo Ha 2 CeIMUIM OT HOBATa Jara.

Knnanyna euKacHOCT: KIMHUYHOTO MOA0OpeHHe OOMKHOBEHHO c€ MOCTHra B paMKuTe Ha 12-
CeIMUYHO JieueHue. JIedeHneTo ¢ neproimzymad HHXUOUpa peHTreHorpadcekara u KIMHHYHATA
MIPOTPECHS.

[TepcnexktnBHO chOUpanuTe nanHu ot Haj S00 OpemenHocTH, ¢ excro3unus Ha Certolizumab
pegol, ¢ u3BecTeH u3Xoj Ha OpeMeHHOCTTa, BKItouBany Hal 400 OpeMEHHOCTH, C €KCIIO3HIIUS
Mpe3 TbPBUS TPUMECTHD, HE MoKka3BaT MasipopmatuBeH edekT Ha Certolizumab pegol. Benpeku
TOBa, HAJUYHUAT KIMHUYCH OMHUT € IMPEKAJICHO OTPaHMYEH, 3a Ja C€ 3aKII04Yd, C pa3yMHa
CHT'YpHOCT, Y€ HsIMa YBEJIMYCH PHCK, CBbp3aH c nmpuiaraHero Ha Certolizumab pegol mo Bpeme
Ha OpemenHoct. Certolizumab pegol TpsiOBa 1a ce u3moi3Ba Mo BpeMe Ha OpEMEHHOCT caMo MpHU
kimHnYHa ~HeoOxomumoct. CRIB  mpoyuBane — MNpPOCHEKTHBHO, TMOCTMAapKETHHIOBO,
(hapMaKOKMHETHYHO MPOYYBAHE C JU3aiiH 3a TOYHA OIICHKA Ha HUBOTO Ha IJIAIlCHTEeH TpaHdep
Ha CZP ot maiikute kbpM fenara. CZP e nmoka3zai JUIcBail 10 MUHUMAJICH TUIaleHTapeH TpaHchep
(<0.1%). Cimzia mMoxe ga ce mpujara Ipd KbpMEHE, a 10 BpeMe Ha OPEeMEHHOCT caMo TpHu
KIIMHHYHA HEOOXOMMOCT.

Certolizumab pegol ce mpwiara 3a nedenue Ha cieqaute quaraosu: M07.1, M07.2, M07.3.

Buonogo0um nexkapcTBeHN NPOAYKTH, chAbp:kamMm infliximab.

CoraacHo usnckBanuara Ha EMA 61onono0HUTE IeKapcTBEHU IPOAYKTH CJIeBa /1a IPEACTaBAT
JaHHU OT KJIMHUYHM M3NUTBAHUS B 2 OCHOBHM WHJMKALIUM, Bb3 OCHOBA Ha YHSITO
JI0Ka3aTeJICTBEHOCT C€ MpaBU EKCTpamojalus 3a OCTaHAJIMTE [I0Ka3aHus, BaJIMIHU 32
pedepeHTHUs neKapcTBeH nmpoaykT. Omodpenu ca nBe ocHoBHM nHauKaimu PA u AC (mpoydena
€ B KIMHUYHYU U3IUTBAHUA), U Ca PETUCTPUPAHU U 3a jJeueHue Ha [IcA.

Hurepaekun (1L)-12/23 uaxuduropu

IL-12 u IL-23 ca xeTepoJuMEpHU LMTOKHMHM, CEKPETUPAaHU OT AaKTHUBHPAHM aHTHUICH-
MIpeICTaBALIN KIETKH, HaIpuMep Makpodaru u JeHAPUTHH KiIeTKH. M 1BaTa UTOKMHA yd4acTBaT
B UMyHHM mporecu. [L-23 e kI040B IMTOKMH B mpoleca Ha akTuBupaHe Ha Thl7 kietku u
npou3BoacTBOTO Ha IL-17 W apyrm mnpo-BB3NATUTENHH HUTOKMHM, a IL-12 - crumymmpa
kieTkute ectectBeHu youitnm (NK) u npenussukBa nugepennuanusra Ha CD4 + T kietkute
kbM T 1 xennepen (Thl) penorumn, T. e. u B Thl-menuupanust Bb3NaJIUTENEH IIBT.

Ab6HopmHaTa perynauus Ha IL-12 u IL-23 ce cBbp3Ba ¢ MMyHHOMEIMMpPAHH OOJECTH KaTo
MICOPUA3NC U TICOPUATUYEH apTPUT.

Ustekinumab e w3usino dosemko 1gGlx MOHOKIOHATHO aHTHTIO cpemy 1L-12/23,
IIPOM3BEIEHO B MHEJIOMHA KJIEThYHA JIMHUS Ha MMIIKM C Momolnra Ha pekomOuHanTHa JIHK
texHomorust. CBbp3Ba crieruduuHo odmara nporenHoBa cydeannauma P40 na vosemkwn IL-12 u
IL-23, npenotBpatsiBa cBbp3BaHeTo Ha P40 ¢ IL-12RB1 penentopHust NpOTEUH, pa3NoIOKeH Ha
MOBBPXHOCTTA HA UMYHHHUTE KJICTKH, HO HE MMOBIIMSABA BeUe CBHP3aHUTE ¢ perenropa cu 1L-12/23,
T.€. MAJKO BEPOSTHO € YCTEeKMHyMald Ja ydacTBa B KOMIUIEMEHT- WM aHTHUTAJIO-MeIuHpaHara
LUTOTOKCUYHOCT. YCTeKHHyMal0 oka3Ba cBouTe KIMHUYHM edektu npu Ilc u TIcA upes
npexkbeBaHe Ha mpTumiara Ha Thl- u Thl7-aconuupanute TMTOKMHY (OCHOBHU 32 Pa3BUTHETO HA
TE3H JBE OOJIECTH).
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JlekapctBena dopma: Ustekinumab 45 mg uHXeKIIMOHEH pa3TBOp B MPEIBAPUTEIHO HAIIBIHCHA
CHpPUHLIOBKA. Pa3TBOPBT € OUCTBp 110 JIEKO omaliecleHTeH, Oe3luBeTeH 0 Omemnoxbat. Ja ce
cbxpansaBa B xuanunHuk (2°C — 8°C). Jla He ce 3ampaszsaBa. lIpenBaputenHo HambJIHEHATa
CIPUHLIOBKA C€ ChXpaHsBa B KapTOHEHAaTa OMAKOBKa, 3a Ja ce€ MpeAnasd OT CBETIHHA. AKO €
HE00X0IMMO, OTJEITHUTE MPEABAPUTEITHO HAMBIHCHN CIPUHIIOBKUA MOXE J]a C€ ChXPaHsBAT MpU
craitna temreparypa no 30°C. IlompoOHM WHCTPYKIMHM ca TPEAOCTaBEHH B JIMCTOBKAaTa 3a
MarueHTa.

Jlo3upoBKa M HauWH Ha mpuiokeHue: [IpenopbuBanata qo3upoBka Ha Ustekinumab e navanna
no03a oT 45 mg, npuiioKeHa MOJIKOXKHO, MOoceBaHa OT /103a OT 45 mg 4 ceAMUIM NO-KbCHO U
cien ToBa Ha BCeKH 12 ceamuIiid. AJITepHATHBHO, MPH MAalMEHTH ¢ TeyecHo Terio > 100 kg,
Moxe 1a ce u3nomsBar 90 mg. Ilpu manmeHTH, KOUTO HE ca Ce MOBIUSIU OT JICYEHUETO A0 28
ceIMHULIU TpsiOBa 1a ce 0OMUCIU MPEeyCTaHOBSIBaHE HA JICYCHHUETO.

Knunnuna edukachoct: Jlokazano e, ue Ustekinumab monoGpsiBa npusnanuTe u cumnroMure,
(U3MYECKOTO CHCTOSIHHE U CBHP3aHOTO ChC 3/IPABETO KAU€CTBO Ha JKMBOT U HaMajsiBa CTEMEHTA
Ha TIporpecus Ha MepuepHOTO CTAaBHO YBPEKIAHE IPU BH3PACTHU MAIUCHTH C aKTUBEH PSA
[IpunoskeHue B CTICHUAIHU TPYIIH!

Crapyecka Bb3pact (> 65 roguau) He e HeoOXoauMo KOpUTHMpaHe Ha J103aTa MPH MAlUCHTH B
cTapyecka Bb3pacT.

brbOpeuno u uepHoapoOHO yBpekaane Ustekinumab we ¢ mpoyuBaH mpu Te3W MOMyJIAIUH
nanueHTH. He Morat n1a ce HarpaBsT IpenopbKy 3a JO3UPaHE.

Ustekinumab ce mpunara 3a nedenue Ha cneanute quarnosu: M07.1, M07.2, M07.3.

Wnrepneskus (I1L)-17A uaxuburopu

Secukinumab e pekOMOMHAHTHO H3ILSJIO YOBEIIKO MOHOKJIOHAIHO aHTUTsUO0 oT kimac IgGl/x,
HaCOYEHO CEJIEKTUBHO KbM MHTEpJeBKUH-17A. [lonydyeH € OT KJIETKH OT SMYHMK HAa KUTAWCKH
xamctep (CHO). Cekykmnymal peiictBa kato ce cBbp3Ba ¢ IL-17A u ro HeyTpamusmpa,
MHXUOUpaiku B3auMoseiicteuero My ¢ IL-17 penientopa, KOHTO ce ekcrpecupa BbpXYy paziMyHU
BHJIOBE KJIETKH. B pe3ynrar Ha ToBa CEKyKMHyMad TOATHCKAa OCBOOOXKIABAaHETO Ha
npouH(pIaMaTOPHU TUTOKUHU, XEMOKUHU U METUATOPH Ha ThKaHHA yBpena u Hamanssa [L-17A-
MEJIUUPAHOTO 3BEHO B Pa3BUTHETO HA aBTOMMYHHHUTE U BB3MAIMTEITHUTE 3200 IsIBAHUSI.
JlekapctBeHa opma: Secukinumab e mox hopmara Ha MHKEKIITMOHEH Pa3TBOP B MPEABAPUTEITHO
HarbiHeHa nucanka (SensoReady mumcanka). Bcesika mnpeaBapuTenHO HaITbIHEHA MHCATKA
cpabpka 150 mg cekykunymab (secukinumab)* B 1 ml.

Secukinumab, camocrosTenno nian B komOuHanmsa ¢ MTX, e rmokasad 3a jJe4eHHe Ha aKTHBEH
TICOpUATHUEH apTPUT MIPU BB3PACTHU MAIIUEHTH, TIPU KOUTO IpeuiecTBamniara tepanus ¢ BMAPJI
e Ouia HeaJleKBaTHA.

Jlo3upoBka 1 HauuH Ha npuioxkenue: [Ipum maumentu ¢ [IcA ¢ ymepeH A0 TEXbK IUIaKaTeH
IICOPHUA3UC WM TE€3HU, KOUTO HE Ca CE€ MOBJIMSIIN aJIeKBaTHO OT IpoBeneHara anTu-1TNFa tepanus,
npenoprunTenHara ao3a € 300 mg, moa ¢Gopmara Ha MOJKOKHA HHXKEKIIMS, KAaTO MMbPBOHAYAIIHO
ce mpwiara Hacumam@a go3a Ha ceamuua 0, 1, 2, 3 u 4, a BIOOCHEACTBUE KATO €XKEMECeYHa
noaabpkama go3a. Beska no3a or 300 mg ce mpuiara Kato JBe MOAKOXHHU MHXKEKIUU oT 150
mg.

[Ipu ocrananuTe manueHTH NpenopbyUTeNHaTa a103a € 150 mg, npunoxkeHa Karo MbpBOHAYAIHO
ce mpwiara Hacumiama jgo3a Ha cenmuna 0, 1, 2, 3 u 4, a BHOCIEICTBHE KAaTO €KEeMeCceUHa
noAAbprKalla A03a. Bb3 0CHOBa Ha KIIMHUYHMS OTTOBOP A03aTa Moxe Aa ce nouiuu 10 300 mg.
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Knunununa edukacuoct: Jleuennero che Secukinumab Boau 11o:

e 3HAYMMO NOJOOpEeHHe Ha MoKa3aTeNuTe 3a aKTUBHOCT Ha 3a00JISIBAHETO CIPSMO IUIanedo

Ha ceqmuna 24.

e 3amoyBa Ja JeiicTBa Ha ceaMuIa 2.

e CcTaTUCTHYeCKH 3HaunMa paznuka B ACR 20 cnpsimo miare6o ce moctura Ha ceaMuna 3.

e uHXMOUpa peHTreHorpadckaTa Mporpecusra Ha CTPYKTYPHUTE YBPEXKIAaHHS 10 2-Ta

roJuHa,

e 10100psBa Gu3nuecKaTa GyHKIUS HA MAUCHTUTE

® 3HAYMMO MOJOOPsBa CBEP3AHOTO ChC 3/IPABETO KAYECTBO HA KUBOT

e BOJM J10 00pAaTHO pa3BUTHE HA JTAKTHINTA U EHETE3UTA
Kakro npu manueHTure, Ipu KOUTO HE € IpoBexaaHa aHnTu- TNFo Tepanus, Taka 1 NauueHTUTe ¢
He3a10BOJIMTENIeH OTroBop KbM aHTH- I NFa Tepanus, nekyBanu che Secukinumab ce nabmo1aBa
3HAYUTEIHO TIO-BUCOK JISUT HA TIOCTHTHAT TEpareBTHYEH OTroBop oreHeH ¢ kpurepuure ACR 20
cnpsAMo Tuianedo Ha cenMua 24, KaTo pu HenpoBexkaanuTe antu-1NFa Tepanus ce HabmonaBa
MAJIKO TT0-BHCOK IPOIEHT HAa OCTUTHAT TEPAIIeBTUYEH OTTOBOD.
Secukinumab nmpeBb3x0xkaa muanedo Ha ceaMuIa 16 mpu ncopraszuc Ha HOKTUTE. Y CTAHOBEHO €
3HAYUTEIHO TOA00OpEHHEe CHIpsSIMO HW3XOJHOTO HUBO B MHzekca, oleHsBam[ TeXecTTa Ha
ncopuasuca 1o Hoktute - Nail Psoriasis Severity Index (NAPSI %) npu nanuenTu ¢ ymepeH a0
TEXBK IJIAKaTeH Mcopuasuc cbe 3acsirane Ha Hoktute. MAXIMISE e mbpBOTO paHIoMU3NpaHo
KIIMHUYHO W3MUTBaHE, OLEHsABAIIO edekTa Ha OMONOTrMYHO JeueHue npu nanueHTH ¢ [IcA u
akcuanHo 3acsarane. Secukinumab 300 u 150 mg ocurypsia 66p3 u 3HauuM ASAS20 oTroBop Ha
ceamuna 12 crpsmo mame6o.
Ynorpeba npu crnenuanHu nomynaryu: Jluncsar (GapMakOKMHETHYHU JAaHHU TPU TALUEHTH C
OBOpEYHO WK YEPHOIPOOHO YBPEKIAHE
HmyHoreHHOCT: B KIMHWYHWATE W3NMHUTBAHHUS TIPU TICOPHA3MC, IICOPUATHYECH apTPUT H
aHKHWJIO3MpAIll CIIOHJIWIUT, To-Majiko oT 1% otT Gonnute nekyBanu ¢ Secukinumab oGpasyBat
aHTUTENIAa KbM CEKYKHHYMal B PaMKUTE Ha 52-CeIMUYHUS MTEPUOJT HA JICUCHHE.
Heo6xonumo € MmoBUIIEHO BHHMaHME MpH Ha3HayaBaHe Ha Secukinumab npu HalMeHTH C
XPOHWYHU M PEUUANBUAPANIA UHPEKIIUH, TAITIEHTH C YyBCTBUTEITHOCT KBbM JIATEKC
ITpoTHBONOKA3aHUS
BpemeHocT, KbpMeHe, aKTHBHA TYOEpKYJ03a, peakiid Ha CBPBHXUYBCTBHTEIHOCT, O00OCTpEHA
XpOHUYHA UH(]EKIIHS,
IIpu OomHu c JateHTHa TyOepkyno3a TpsiOBa 1ga ce OOMHCIM MPOBEXKJAHETO Ha
MIPOTUBOTYOEPKYJI03HA TEepaIus MPeu 3al0uBaHe Ha JIEYeHUETo cbe Secukinumab.
Secukinumab ce mpuara 3a sieuenue Ha cinenaute auarsosu: M07.1, M07.2, M07.3.

Ixekizumab, IgG4 MOHOKITOHATTHO aHTHUTSIIO, TOKA3aH 3a JICYCHUE HA YMEPEHO TEXKBK JI0 ThKBK
IJAKaTeH TICOpPUAa3UC TMpPU BB3PACTHH, KOUTO Ca MOAXOJAUIM 3a CHUCTEMHA Teparusl.
CamocrositenrHo win B komOuHaius ¢ MTX, e moka3aH 3a JiedeHUe Ha aKTUBEH MCOPHATHYCH
apTpUT NPU BB3PACTHU MALKUEHTHU, KOUTO CE€ MOBJIMUIBAT HEIOCTATHUHO UM UMAT HEMOHOCUMOCT
KbM €JHa WU TOBEUYE Tepanmuu ¢ MoAMQUIMpamu OO0JecTTa aHTUPEBMATOMIHU JIEKapCTBa
(DMARD).

[lo3upoBka: IlpenopbuntenHata g03a OpH IUIAKaTeH Icopuasuc € 160 mg karo moakoxHa
uHxekius (aBe nmxkeknuu no 80 mg) Ha cenmuna 0, mocnensana ot 80 mg (egHa MHXKEKIINS) HA
ceamuna 2, 4, 6, 8, 10 u 12, cnex xoeto moaapprkamia go3a 80 mg (eaHa MHKEKINS ) Ha BCsKa 4-
Ta ceamuua. [lpu mcopmatuueH apTput, mpenopbunMTenHaTa go3a € 160 mg kaTo MOAKOKHA

59



nHxekuus (ase nHxkekuuu no 80 mg) Ha ceamuua 0, nociensana ot 80 mg (egHa MHXKEKLINA) Ha
BcsKa 4-Ta celMula clie]] TOBA. 3a MalMEeHTUTE C MICOPUATUYECH apTPUT U CHITBTCTBAI YMEPEHO
TEXBK /10 TeXKbK IUIAKATEH IICOPUA3UC MPETMOPBbUUTEHATA CXEMaA HA IIPUJIaraHe € ChlllaTa KakTo
3a [JIaKaTeH IMCOPUa3HC.

Pentrenorpadckara nporpecust Ha YBpPeKIAHETO HA CTaBUTE CE MOTHCKA OT MKCEKM3ymMad Ha
24-ta cenMulla ¥ MIPOLEHTHT HA MalUEHTUTE O6e3 peHTreHorpadcka nporpecus Ha YBPEKIaHETO
Ha CTaBUTE (ONPEIEIIEHO KaTo MpoMsiHa oT u3xoHoTo HUBO B mTSS <0,5) or pannomuzanusra
no 24-tara cenmuna e 94,8% 3a nexkyBaHuTe ¢ uKcekusymab — Q2W (p<0,001), 89,0% 3a
nexkyBaHuUTe ¢ ukcekm3symad Q4W (p=0,026), 95,8% 3a nexyBanute ¢ aganumymad (p<0,001),
BCUYKU cpaBHeHU ¢ 77,4% 3a mnonyyaBanute Iutane6o. IlponeHThT Ha mnaunueHTuTe 0€3
peHTreHorpadcka Mporpecus Ha YBPEKIAHETO Ha CTAaBUTE OT paHAOMHU3ANMITa 110 S52-Ta
ceamuna e 90,9% 3a mnanebo/mkcekuzymad Q4W, 85,6% 3a ukcekmzymad Q4W/ukceknzymad
Q4W wu 89,4% 3a ananumymab/ukcekuzymad Q4W.

Nkceknzymab mpeBb3xoxaa ADA mo oTHomieHue Ha mbpBUYHATA e Ha u3nutBaHeto (SPIRIT-
H2H): ennoBpemenno mnocturane Ha ACR 50 u PASI 100 ortroBop Ha ceamuua 24.
Nkceknzymab nokassa cbio Taka HemHpepuopHocT kbM ADA no ACR 50 u npeBs3x0ACTBO O
PASI 100 na cemmuna 24, KOUTO cCa OCHOBHUTE BTOPHUYHHM KpaWHU TOYKH B U3MHUTBAHETO. -
(Bxmoueno B KXIT).

JleueHneTo ¢ HMKCEKM3ymMad HaMallsiBa €pHTEMa, YIUITbTHSIBAHETO M JICCKBAMAIIMSTa, KOHTO
MIPUCHCTBAT B JIC3UUTE HA TUIAKATCH TICOPUA3NC.
[Ipunara ce 3a neyenue Ha cieauure auarnosu: M07.1, M07.2, M07.3.

HurepaeBkun (I1L)-23 nuxuéuropun

Guselkumab e usnsno yosemku umynorinooymua G1 mamoaa (IgG11) MOHOKIIOHATHO aHTHUTSIIO
(mAD) xbpM mtporenHa unTepieBkuH (IL)-23, moiyueHO B KICTKHM OT SHYHMIM HA KUTailCKu
xamcrep (CHO) upes pexomObunantHa JIHK texnomorus.

Guselkumab npunoxxen camocTosiTenHo Wik B komOuHarus ¢ merorpexcar (MTX), e mokasaH 3a
JIeYeHNe Ha aKTHBEH IICOPUATHUYEH apTPUT MPH BH3PACTHHU MAIIMEHTH, KOUTO HE Ca CE MOBJIHSIH
JOCTaThYCHO WIIM Ca MPOSIBUIM HETOHOCHMOCT KBbM TPEAIIECTBAIIA Tepanus ¢ MOIUPHINPAIIO
oonectra antupeBmaruuHo JjekapctBo (DMARD). Guselkumab e mokasan 3a jedeHue Ha
yMEpeH 10 TeXBK MCOPHA3UC C IUIAKH TPH BH3PACTHU, KOUTO Ca TMOAXOASIIM 32 CHCTEMHA
Tepamnusi.

Guselkumab ce cBbp3Ba cenekTuBHO ¢ mporenHa uHTepieBkuH 23 (IL-23) ¢ Bucoka
creruduunoct u apunuret. Guselkumab uaxubupa OnoaktuBHOoCcTTa Ha IL-23 Upe3 OGmokupane
Ha B3amMojeiicTBuero ¢ pemnentopa IL-23 Ha kieTp4YHATa MOBBPXHOCT, KAaTO Taka MPEKHCBA
CHUTHAJIM3WPAHETO, AaKTUBUPAHETO M KacKajaTa Ha IMTOKWHHUTE, Meauupanu ot [L-23.
Guselkumab oka3Ba knIMHHYHH €(PEKTH BBPXY IUIAKOBHS MCOPUA3UC U TICOPHATHYHHS APTPUT
MOCPEACTBOM OJIOKMpaHe Ha TS Ha IuTokuHA [L-23.

JlekapcrBena dopma: Guselkumab e mox ¢popmara Ha HHKEKIIMOHEH PAa3TBOP B MPEIBAPUTEITHO
HaIbJIHEHA MUCAJIKA ¢ €IMHUYHA J103a. Beska npenBapuTeTHO HAITbJIHEHA MUcaika chabpxka 100
mg Guselkumab B 1 ml pa3TBop.

JlozupoBka: I[Ipenopwsuntennara go3za Ha Guselkumab e 100 mg, mpusokeHa 4pe3 MOIKONKHA
nmkeknus Ha Cenmuim 0 u 4, mocnenBaHo OT MOAXbpIKAIIA J03a Ha Bceku 8 ceamuuu. [Ipu
MAIMEHTH C BUCOK PUCK OT YBPEXKIaHE HA CTaBUTE CIIOpE] KIMHUYHATA MPEleHKa MOXe Ja ce
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ooMucim mpwirarane Ha go3a 100 mg Ha Bceku 4 ceamumm. TpsOBa na ce oOMHCITH
MIpEeyCTaHOBSIBAaHE Ha JICUEHUETO IPU MAIMEeHTH, KOUTO HE ca ce MOBIMUIU ciel 24 ceMUIM Ha
JICUCHHE.

Knunnyna edukacHoCT:

Guselkumab mnoka3a momoOpeHHe Ha TPU3HALUTE U CUMITOMHUTE, (U3MUecKarta (QYHKIUS H
CBBP3aHOTO CHC 3/IPABETO KAa4eCTBO HA >KMBOT M HaMmaysgBa CKOPOCTTa Ha IMporpecupaHe Ha
nepudepHUTE CTAaBHU YBPEKAaHUS MPU Bb3PACTHU NAIIMEHTH C aKTHBEH PSA.

Jleduenuero ¢ Guselkumab Boau 10 3HaYMMHU TOMXOOpPEHHS B TOKa3zaTeauTe 3a OOJIECTHA
aKTUBHOCT B cpaBHEeHHeE ¢ I1ane0o Ha Cenmuua 24.

Wma mo-roasm mporeHT Ha manueHtute ¢ orroBop ACR 20 B rpymure na Guselkumab B
cpaBHeHHe ¢ manebo ome Ha Ceamuna 4 U paziaukaTa B JICYEHUETO MPOABIDKABA Aa HapacTBa ¢
TeueHue Ha Bpemerto 10 Cenmuna 24.

OtroBopurte, HaO OIaBaHu B rpynuTe Ha jedenue ¢ Guselkumab, ca cxomnu, HE3aBHCUMO OT
cpbTcTBamiara ynorpedba Ha csDMARD, sxnrountenno MTX. B gonbiHenue, nmpu u3cienBaHe
BIMSIHUETO Ha BB3pacTra, IoJla, pacaTa, TEJNECHOTO TErJI0 M NpeAuInHaTta ynorpeba Ha
csDMARD u npeaumnara ynotpeba Ha aHTH-TNFo, HE ca OTKpUTH pa3iuKd B OTTOBOpPa KbM
Guselkumab cpen Te3u moarpymu.

Guselkumab 3abaBsi mporpecusita Ha CTPYKTYPHHUTE YBPEKAAHHs, U3MEPEHO C IMOMOINTA Ha
peHTreHorpadus U U3pa3eHoO KaTo CpeiHa mpoMsHa B oOuws moauduuupan ckop mo (vdH-S)
CHPSIMO U3XOJHOTO HHBO.

Hwmynorennoct: B cOopaute ananusu BB ¢asa Il mpu manueHTy ¢ ncopuatudex apTpur, 2% ot
nanueHTuTe, ekyBanu ¢ Guselkumab, pasBuBat aHTHTE A CpeEIIly JICKApCTBOTO B paMKHTE Ha 24
CeIMUIIH OT JICUCHHETO.

Crnenuannu nonynaruu: Crapuecka Bb3pacT (= 65 ronunn) He e HeoOXoauMo KOpUrupaHe Ha
no3ara. brOpeuHo wiam uepHoapoOHO yBpekaane - Guselkumab e e mpoyuBan mpu Te3m
nomynanuu nanueHTu. [lenuatpuyna nmomynamnus - 6e3onacHocTTa U epukacHoctTa Ha Tremfya
IIpH JIeTia ¥ FOHOIIIM Ha BB3pacT NoJ 18 rouHn He ca YCTaHOBEHH.

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

biokana Ha T-kKiIeTbYHU KO-CTUMYJIATOPHHU MOJICKYJIH
Abatacept e T-kierbueH mMojaymnarop. biokupa HEOOXOIUMOTO 3a aKTHBHUPAHETO HAa T KIIETKH

CD28-CD2 curnammsupane, Karto Harmomo0sBa IMTOTOKCHYHHS T-THMQpONNT-acONUUpPAHUS
antured — IgG1 (CTLA4Ig).

B-nmum¢pounrtna aéaanus: Rituximab
Putykcumab mokasBa CKpOMHO MOBIUSIBAaHE HA CTABHUTE CUMIITOMH  MUHHMaJIeH €(EeKT BhPXY

KO>KHUTC MTPOSBH. Hee perucrtpupan € Ta3u UHAUKAHA 3a IMTPUITOKCHHUC.

Nuxuburopu Ha IL-6
IL-6 e mpoBb3manuTENeH LWUTOKHUH, C IOBHIIEHA KOHIEHTpalMs B TBKAHUTE C XPOHHYEH

BB3MAJIUTEIEH MPOLEC, BKIIOYUTEITHO KOKHHUTE JIE3MH U CUHOBUanHaTa ThkaH npu IIc u IIcA.
[Ipu npunoxenue Ha Touuanzymad npu 6osHu ¢ [ICA, — B HIKoU ciaydyau € HauIe ePUKacHOCT,
a B Ipyru — He. He e peructpupan ¢ Ta3um MHAUKALMS 32 PUIT0KEHUE.
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Yacr BTOpa
CUCTEMHMU 3ABOJISIBAHUASA
HA CBEJUHUTEJ/IHATA TbKAH

CUCTEMEH JIYIIYC EPUTEMATO3YC (mo MKbB xox M32)

. lepunnuusa u obduu xapakrepucTuku: CucreMHust aymyc epuremartosdyc (CJIE) e xponudHa,
MYJTHCUCTEMHAa aBTOMMYHHa OOJEeCT C HEHW3BECTHA ETHOJIOTHS. XapaKTepus3upa ce ¢ Haluyhe Ha
aBTOAHTHUTEJNA CPElly HyKJICApHU aHTHTCHW W OTJaraHusi Ha MMYyHHU KOMIUICKCH B Pa3jMYHH OPTaHH,
KOWTO TPEIU3BHKAT PAa3IMYHN OPraHHHM KIMHUYHU cuMnToMU. lIpesicTaBinsBa Hail-BaKHOTO M OCHOBHO
CHUCTEMHO 3a00JsBaHe Ha ChCAMHHUTENHATA ThKaH. [l0 CBINECTBO CHCTEMHHST JIYIYC €PHUTEMATO3YC
BKIIIOYBa MHOXKECTBO JYIYCHH CHHIPOMH, BCEKH ITBT DPA3IMYHH W PAa3HOOOpa3HH OTKBM HMYHHHU
(heHOMEHM.
Onenkara Ha 6oner cbe CJIE BKIOUBa cleTHUTE TIET MOMEHTA!
1. TlocraBsiHe Ha AMArHO3a — AMATHO3aTa CE MMOCTABS B3 OCHOBA KIACH()UKAIIMOHHUTE KPUTEPUH HA
American College of Rheumatology (ACR), 1982 ro., momuduipanu mpe3 1997 roauna.
1. 2.0OueHka Ha cTereHTa W BUJA HA 3acSTaHe HA PA3IMYHUTE OPraHU M CHCTEMH — CTaJWpaHe Ha
Ooxecrra.
2. 3.0ueHka Ha aKTUBHOCTTAa — CB3JIQJICHU ca pa3MYHH WHAEKCH 32 aKTUBHOCT, KaTO Haii-
pas3npocTpaHeH U JOCTHIIEH 3a MPUIIOKEHHE B KIIMHUYHATa pakThka e T.Hap. SLEDAI (Systemic
Lupus Erythematosus Disease Activity Index).
3. TlpeueHka Ha BeposiTHaTa MPOTHO3a HA OOJECTTa M TEXKECTTa W — M3MOJ3BAT C€ MPOTHOCTHYHH
TaOJINIIN.
4. U360p Ha Tepamwusl.

CHCTEeMHHAT JIYNyC €PUTEMATO3YC 3acAra MpeHMHO MJIAJH KeHU (CHOTHOIIICHUETO KCHH:MBXKE €
9:1) mexay 15 u 55 rogunun. [Ipensun MHOrooOpa3ueTo Ha KIMHUYHATA CUMIITOMATHKA 32 MTOCTaBsSHE Ha
nuarnozata CJIE TpsbBa na uma mnposibeHu moHe 4 ot 11 kpurepum, nepunupanu ot ACR,
npeactaBeHu Ha Ta0mwma 1.

Taomuna 1. Knacupukauuonnu kpurepun na ACR (1982 rox.) 3a cucremeH JIynyc epuTeMaTo3syc.

1. “TlenepynooOpasen eputem”

2. JluckouHY Ne3un

3. ®OTOYYBCTBUTETHOCT

4. Yimepanuu B ycTHaTa KyXuHa
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5. Heepo3uBeH apTpuT/ApTpajruu

6. Ceposutu
= [IEBUT U/HINA
= [epUKAPIUT

7. Hepur
* mepcuctHpania npoteunypus > 0.59/1/24 h
" OWIMHAPYPUS — KICTHYHU H/UITH EPUTPOIIMTHA

8. HeBpouymyc
" enuienupOopMEHH NPUMATbIN
" [cuxos3a

9. KppBHa ThKaH
=  XemomutnyHa anemus < 8.5g% Hb
= Jlekomenus < 3000mm®
= Jlumdonenus < 1500mm?
=  Tpombormronenus < 100 000mm?®

10. IMyHOJIOTHYHH OTKIIOHCHUS
= antu-dsDNA
= aHTH- SM
=  aHTU(OCHOIUNUAHN AHTUTENIA

11. AHTUHYKII€apHU aHTUTEINA

ACR — American College of Rheumathology

ITpe3 2012 rox. ca cw3manenu T.Hap. SLICC kputepun 3a CJIE (Systemic Lupus International
Collaborating Clinics), kouTo BKIIOYBAT JBE TPYNHd KPUTEPHH, CHOTBETHO: KIMHHUYHU U
UMYHOJIOTHYHU KPUTEPHH.

Ta6auua 2. SLICC kpurepun (Systemic Lupus International Collaborating Clinics), 2012 roa.

Kiannnynu kpurepuu

1. Octep/IlogocThp KOKEH JYIIyC
XPpOHHUUEH KOXKEH JTYITyC

VYiepanuy B HOCHA W/WJIM yCTHA KyXUHA
Anonenust

ar®Dn

CuHOBUT > 2 cTaBU WK O0JIKa B > 2 CTaBH, IPUIPYKEHA ChC CYTpemrHa CKoBaHoCT > 30
MUHYTH.

o

Ceposut
7. bwpOpeudno aHraxkupaHe
a. mpotenHypus > 500mg/24h
b. epuTporMTHE HHITHHIAPH
8. Hesponorumunu nposisu
a. MICUX031, MHOXKECTBEH MOHOHEBPHT, MUEJIHT, MIEpU(EpHA HITH KpaHHaTHA
HEBPOMATHS, OCThD NEpHOJ] Ha 00bPKBAHE. ..
9. XeMoJMTHYHA aHEMUS
10. Jleskomenus < 4000/mm3 noHe Beaub:K win uMmbonenns < 1000/mm3 moHe BeIHbK
11. TpomGormronenus < 100 000/mm3 moHe BEAHBK.
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HAMYHOJIOTHYHU KPUTEPHH

1. ANA - croifHOCT HaJ pepepeHTHATa IPaHHUIIA 32 ChOTBEHATA JabopaTopwsl.
2. Anti-dsDNA At - croiiHoct Ham pedepentHara rpanuna; mpu ELISA wmerom 2x Han
pedepanTHaTa rpaHuna.

3. Anti-Sm?
4. AntudochonumumHu AT — HIKOHU OT CIIETHHUTE:
a. LAC

b. dammmso monoxurenern RPR Tect
c. ACL (IgG, IgM, IgA)T B ymMepeH WIn BUCOK TUTHP
d. Anti-b2 glycoproteint (IgG, IgM, IgA)
5. Huckk xoMIUIeMeHT
a. Hucek C3
b. uucek C4
c. uucwvk CH50
6. IlomoxwureneH qupekTeH TecT Ha COombs, 6e3 ycTaHOBEHa XEMOIMTHYHA aHEMHSI.

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

HeoOxomumu ca Haii-mManko 4 KpUTepHsi, cpel KOMTO NoHe 1 KJIMHMYEeH W moHe 1
HMYHOJIOTHYeH KpUTepuii.

*JlymmyceH HeQpUT KaTo CaMOCTOSTENICH KIWHUYEH KPUTEpUH TP TIO3UTUBUpPAHE Ha
aHTUHYKJIeapHU aHTuTena win aHTu-dSDNA AT e mocraTh4HO 3a MOCTaBSHE Ha JMArHo3ara
CUCTEMEH JIYIlyC epUTEMATO3YC.

Il. Kauanuyna xapruna: CJIE ce xapakTepusupa ¢ HU3KIIOYMTEIHO pa3HooOpazue B
KJIIMHUYHOTO MTPOTUYAHE.

1. OnopHo-aBUraTe/ieH anapaT — TUHIIMYHYU €A CJIETHUTE MPOSIBH:

e  ApTpairum; apTpUT; aCENTHIHA HEKPO3H; TCHOCHHOBHTH C (hopMHpaHe Ha M-TIPBCT ¥ IPBCT TUI
,,Jle0emoBa s’

e  ApPTPWTHT 11O TIPABHJIO € CUMETPUYEH, qucTaieH; psaako epo3uBeH (10-30%) ot GonHuTe

e Psagka xpcHa mocnmeaWma € T.Hap. ,,peBMaTH3BM Ha Jaccoud”, KOWTO TpeacTaBisiBa YIIHApHA
JIeBHAINS HA IPBCTUTE HA PHIETE IPH JIUIICA HA €PO3UHU B CTABUTE

e OcTteonopo3ara ce siBsiBa KbCHO B X012 Ha 00JIECTTa M HAl-4eCTO € KOPTUKOCTEPOUI-UHAYIHPaHA

e  MHO3UT/MUAITHH

e  OubpoMHanTHYCH CHHIPOM.

2. [IposiBM OT CTpaHA HAa KOKATa H BUIUMHTE JUTABUIH — 32€JHO C ONMOPHO-ABUTATEJHHSI anapar ce
3acsraT Hal-4ecTo MBPBH OT foJecTTa:
LE-cnenndnynn KoKHH JIe3UU — Pa3JIeIIsT Ce Ha OCTPH, ITOJJOCTPU M XPOHUYHH
e OcTpH KOXHH JI€3UU
»hernepynoobpasen” oopuB uiu “malar rash”
- IeHepalu3UpaH epuTeM
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e [lomocTpu KOXHU JIE3UU
- aHYJIapHH/IOUUKIAIHU JIC3UH
- mamysiockamoseH (rmcopuasupopMeH) oopus
e XpOHHWYHU KOXKHH JIE3UU
- JIOKanm3upaH quckousieH LE
- JuceMHUHHpaH guckouneH LE
- xumeptpoduueH (Bepykosen) LE
- lupus profundus
- lupus timidus
- chilblains lupus
LE-Hecnmenu(puYHU KOXKHU JIe3UU
e Koxxuu cboBu nposiBu
- BaCKyJHT
- Backynomnarus — livedo reticularis, Raynaud ¢penomen, pombodiedur, nepuyHrBaiHu
TEeJICaHTUCKTa3UN
e Anonenus
e Kammunosa
e LE-necnemmduunu Oyno3nu nesuu — O6ynosexn LE
o Jlpyru Hecriel(pUIHN KOXKHU TPOSIBU.

3. TlposiBM OT CcTpaHa HA JMXATeJIHATAa CHCTEeMAa — HAii-4eCTH ca IJIEBPUTA M IJIOCKOCTHHTE
aTeJIeKTa3H, Hail-OMacHU — 0eJIOAPOOHHSIT BACKYJIUT, C PA3BUTHE HA AJIBEOJIAPHH XEMOPAruu, TpOMOO3H;
0eJIOIPOOHUSAT MYJIMOHHUT; OCTPHS PECIHPATOPEH TUCTPEC CHHIPOM
Besioanpo0oHu nposiBu, pe3yJITAT OT HHAYIIMPAHHS AaBTOMMYHeH oTroBop npu CJIE

e IlnepBur ¢ win O6e3 U3IKB

e [InmockocTHH aTenekTasn

e OcThbp JyIyC MyJIMOHUT

o Jludparmena qucHyHKIUs

e AnBeonapHa XxeMOparus Py BaCKyJIHT

e IlynmMoHaIHA apTepHaTHA XUIICPTOHUS

e  Ocrop pecniuparopen auctpec curapom (ARDS)

o JlndysHa uHTEpCTUIMATHA OestoipoOoHa Grdpo3a
Besoapoonu yciaoxaenusi npu 601U cbe CJIE

o Undexuuu - OakTepHanHu, BAPYCHU, MUKOTHYHH

e  benapoOeH TpoMOeMOOTH3bM

e bBenogpobeH oTOK, ypeMudeH npu Ob0pEUHO aHTaKUpaHe, pa3BUTHE Ha OBOpEYHa HEJOCTATHYHOCT

1 a30THA 33JIPBKKA.
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4. IIposiBM OT CTPaHA HA CHPAEYHO-CHA0BATA CHCTEMA — THUITHYCH € JIYITyCHUS KapauT.
e JlymyceH KapaMT C Win 0e3 POSIBU Ha ChpJeYHA HEJOCTATHYHOCT
- Enmoxapaut taun Libman-Sacks (BanByiuT, psako ce pa3BHBAT MIOPOITH)
- Muoxkapaur
- TlepukapauT — uMa IPEXOJCH XapaKkTep, PSAAKO BOIH A0 CPACTBAHMUS UK TAMITOHAAA
e Backyaur — nanmupyema mypmypa; livedo reticularis; mepuyHrBamHM ne3uu; MaHUKYIHT;
HEKpPOTUYHH Je3un; Gpraedorpombo3a; ciuuapoM Ha Raynaud
e ApTepuajiHa XHIIEPTOHUSI, YECTO CBbP3aHa C FIOMEPYIOHEPPHUT
e BponeHu chpaeyHH MOPOLH, Pa3BHUBALIM MpPHU JIeua poneHH oT Maiiku cbe CJIE M MONOKUTEIHH
antu-Ro (SSa); anru-La (SSb) anturena.

5. Jlymycen medpur — ToBa ¢ enuHcTBeHaTa mposiBa Ha CJIE, Hammumero Ha KOSATO CaMoO IOCTaBs
nuarsosara npu Hannure Ha mosokutresnd ANA > 1:80 wiu momoxurentnu antu-dSDNA anTuTena

Kaacuduxanusa na aynycausi Hedppur cmopen International Society of Nephrology/Renal Pathology
Society (ISN/RPS), 2003 rox.:

Kuac I: HopmanHa nuny MUHMMalTHa HaXoaKa

Kinac II: Me3anreanHomnponugepaTuBeH JyIyceH HeppHT

Kiac IIT: Oruumnso nponudeparusen nynyceH Heppur (< 50% yBpeaeHH rioMepyIin)

Knac 1V: ludy3Ho nponmudepatuBeH JIyiyceH HepuT

Kiac V: MemOpano3eH JiymyceH HepuT

Knac VI: Cxaeposuparin nymycern Hedput (> 90% oT riioMmepysIuTe ca CKIEPOTHIHO TPOMEHEHH)

B mmpokara mpakTHKa Hai-4ecTo ce Cpemar cMeceHuTe GopMH Ha JymyceH HedpuT. TeparneBTUUHHUSIT
MOJIXO/ 3aBMCH OT KIIMHWYHATA KapTUHA HA HeppHuTa U OT OMONICHYHATA HAXOKA. 3aTOBA IyHKI[HOHHATA
06bpeuna ouoncus (I16B) e 3agbpkuTenHa mpu nepcucTrpania nporenHypus vazg 0.5 g/l.

6. IlposiBu OT cTpaHa HA HepBHATa cucTeMa — 3acsraHero Ha [{THC e exgna ot Hali-BayKHUTE JTOKATN3AIAN
Ha JymycHata Oomect. Hapen ¢ enmienTtndopmeHnTe T'hpUOBE M TCHX03aTa, KOUTO Ca KPUTEpUH 32
JIMarHo3a, ce HabIro1aBa 3HAYUTEITHO pa3HOO0pa3nue OT HEBPOJIOTMYHHU IPOSBU:

e JlymycHo rmaBoOomue

e Ilcuxo3a

e Enunentudopmenu repuoBe

e  VYBpexJaHe Ha YEPETHOMO3bYHU HEPBU

e [lepudepna HeBpomaTHsI

o MOS’I)‘IHOC'I)I[OBI/I UHIOUIACHTHU

e Ilapanu3u, napesu

e  CeTUBHM HapyIICHUS

e TpaHncBep3aneH MUENIUT

e AcenTuyeH MEHUHTUT

e IlceBnoTymMOp Ha MO3bKa

e Kopoga atpodus

e Hapymenus B koopArHaLusTa

e JlakyHapHu HH)APKTH

e “Organic brain syndrome”
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7. XeMaTOJOTHYHHN MPOSIBH — CJIE]] KOXKAaTa ¥ ONOPHO-JBHUIATEIIHUS anapaT, KphbBHATA ThKaH € TpeTara
CUCTEMa C aHTaKUPaHE Ol B HA4aJIO0TO Ha OoJecTTa:
e Amnemus — X0 < 85¢/l — ¢ xemonuTHyHa TeHe3a (MOJI0KUTEICH TUPEKTSH W/UITH HHANPEKTEH TeCT
Ha Coombs) n/unu anemMus B X0/1a HA XPOHHYHUS Bh3MAIUTEICH OTTOBOD
e JleBromenus — Leuco < 4000/mm? wmm < 3000/mm?
e Jlumbponenus - Lym < 1500/mm® wm < 1000/mm?
o  TpombonuTorneHus < 100000/mm®

luToneHunte ca aBTOMMYHHH H C€ IBJDKAT Ha €pUTPO-, JIEBKO- M TPOMOOIMTHU aHTHUTeNa. bomeH c
apTPUT, KOKHU MPOSBU U JIEBKOIIEHHSI Ca CYCIIEKTHU Ca CUCTEMEH JIYIyC epUTeMaTo3ycC.

8. [IposiBM OT cTPpaHa HA racTPO-UHTECTHUHAJHUS TPAKT — T€ Ca PEIIKU U 3a TIX C€ MUCIHU NPU HATUYHE
Ha CHCTEMEH JIYIIyC epUTEMAaTO3yC, BACKYIIUT, M KOpeMHa O0JIKa.

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

° YMepeHa XCNATOCIICHOMET /1M, BB3AMOXKHO € HAJIMINEC Ha XUIICPCIIJICHU3BM.

lopauTe mposiBH 4YecTo ce cpemar B komOuHamws. OOWKHOBEHO TE ca M3pa3 Ha IepeOpOBACKYIIHT H
aKTUBHOCT Ha Oojiectra. [ToBIHUsBAT Ce OIATONPHSITHO OT JICYUSHUETO U B TOJSIMA YaCT Ca Bb3BPATUMU.

Antudochoaunuaen cunapom (APS)
o 50% ot 6omuuTe ¢ APS 6onenysat ot CJIE
o  AHTHQOCHONMIUIHUAT CHHAPOM TWpeApaslojiara KbM BEHO3HH W apTEepHATHA TpPoMOO3H,
PEIPOAYKTHBHHU HEYCIIEXH U TPOMOOIIUTOICHHS
e Acomunupa ce ¢ antudochonmunuaan anturena - lupus anticoagulant (LAC); anti-cardiolipin
(ACL); anti-b2GPlI; anti-protrombin.

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

1.1. AprepuanHa TpomM003a
1.2. Beno3na tTpom0603a
1.3. Backymnomnarus

1.4. ITaTonorust Ha OpeMEHOCTTa

- Tpu mim oBeve MOBTAPSIIH ce CHOHTaHHH abopTH mpeau 10 r.c., ciaeq KaTo ca H3KITI0UeHH XOPMOHAITHU
HapylleHus, aHATOMUYHA aHOMAJIUW, TEHETUYHO U3CJIe/IBaHe Ha IBaMaTa POJUTEITH

- Enna wim moBeve HeoOsicHUMa cMBPT Ha MOp(hOIOrudHO HOopMasieH ¢eryc cien 10 r.c., HOpMaiHaTa
Mop(}oJIoTHS € MOTBBPACHA exorpad)CKU WIX TIPH JUPEKTHO U3CIICIBAHE

- Eqno wnu noBede npexaeBpeMEHHH pakaaHus npeau 34 r.c., IbJDKaIM ce Ha MPEeeKIaMCHsl, EKIIaMCHs,
IUTAllEHTapHA WHCY(PUIACHIINS.

2. Jlabopamopnu kpumepuu:

2.1. [TonmoxwuTelleH JIyITyceH aHTUKOATYJIaHT B IUTa3Ma, B JABE HJIM ITOBEUEC OTACTHU U3CIICIABAHUS B IIEPUOL
oT 12 ceqmuim

2.2. Tlonoxurenan ACL anTturena ot xinac 1gG unm IgM B tutasma mim cepyM, B JiBe WU TIOBEYE OTACTHH
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W3CIIeBaHUs B IEPUOJ OT 12 ceMuIty, upe3 ctannaptusupan ELISA meron
2.3. Ionoxutenan anti-B2GPI anturena or wiac IgG wim IgM B mnasma wiu cepyMm, B ABE WIH IOBEYE
OTJICITHU U3CIICABAHMS B TIeproJ OoT 12 ceamuiy, upe3 cranaapTusupad ELISA metos.

HNmynosoruunu orkjaonenus npu CJIE

CHuCTeMHUSAT JIYIyC epUTeMaTtoiec € 0olecTTa C Hali-MHOI'O UMYHHHU (DEeHOMEHH, Hapuyar s Ollle ,,BUTPHHA
Ha aHTUTeqaTa”. M30poeHWTEe WMYyHOIOTMYHH TECTOBE Ca OCHOBHH 3a JHArHo3ara W WIFOCTPUpPAT
MOBHIIICHUS CHHTE3 Ha aHTUTENA CPEIly Pa3IuHYHI aHTUTCHH.

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

2. TIMTonoxuresaen lupus band test LBT (+) — uma 3HaueHue npu ChbMHHUTEIHUTE CIydan; CBETCHE Ha
JepMoenuepMatHaTa rpaHiia Mpyu JUPEeKTHA UMYHO(IyopeceHI s, pe3yaTaT OT OT/IaraHe Ha
MMYHHHU KOMILIEKCH, PpaKIUU HA KOMIIJIEMEHTA

3. Iono:xkuTeIHH aHTUTeNA cpemy nBoiiHoBeprkHa JITHK (anti-dsDNA), marusaa JJHK (anti-
nDNA); uykieozomu (anti-nuclesomes); cpemny ekcTpaxupyeMu HyKJI€apHH aHTUTeHH — SM, SSa
(Ro60), SSb (La), RNP, RibP — mo3uTuBHpaT ce HIKOU OT TSAX UM BCHUKH

4. TMosoxuteann antudochoaunuauu autureaa — ACL, anti-p2GPI, anti-protrombin, anti-
annexin; sannuue Ha LAC; nmonoxurenen tect Ha Wasserman

5. TloJI0KUTEJHU AHTHEPUTPO-, JIEBKO-, TPOMOO-aHTUTENA, JUM(POIUTOTOKCUIHH AT

6. TIogoxutennu anHTuHykJIeapHu aHTHUTEeNa ANA TUTHp > 1:80, BaXkeH € TUIIHT HA CBETCHE NIPH
WHIUPEKTHA UMYHO(IIyOpECLEHIINs, CBbP3aH € C BUJIa Ha aHTHTEIATa

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

8. Nonmxenn ¢ppakuuu Ha KommuiemenTa — Cs, C4, C14.

HNurepnperanust Ha cepuiiHu ceposornynu npomenu npu CJIE

AunTu-dsDNA C3 C4 Hurepnperanus
T 6e3 nmpoMsiHa 6e3 mpoMmsiHa 1 aKTMBHOCT, BEpOSITHA IPOMSHA B
KIMHUYHOTO ChCTOSIHUE
0e3 mpoMsiHa l ! BEpOSATHO OBOPEYHO aHTaXKHpaHe
l l l BEpOATHO OBOPEYHO aHraXkupaHe
1/6e3 mpomsiHa 1 1 BeposrHo napeknms, HeoOX0IuMO €
n3ciensane Ha CYE, CPIT

I11. IIporno3a npu Goanute cbe CJIE: Tg e BakHa C orjie Ha paHHaTa W KbCHAaTa CTpaTervs
OTHOIICHNE Ha KOHKPETHUS OOJICH.

Ipu3nanu, npeacka3Baiy HeGJIATONPUSTHA MPOTHO3A

Knunuunu 6enesu

1. Havano Ha 6onectra npeau 20-25 ronuinHa Bb3pacT.

2. Pa3BuTHe Ha KIMHUYHU TPOSIBH C HEOJIATONPHUSTHA NMPOTHO32 B MBPBUTE 3 TOJAMHU OT HAYaJIOTO
Oonecrra.

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

10

Ha
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4. bpp3a €BOMIONMA C YECTH NPHUCTHIIM W BUCOKAa aKTMBHOCT, IIPH JICUCHHE HE MOXE Ja CE€ TOCTHTHE
KJIIMHUYHA PEMUCHS M TIOYTH HUKOTa HE CE IOCTUTA UMYHOJIOTMYHA PEMUCHSL.

HUmynonozuunu denesu

1. I[Tepcuctupama XunokoMiieMeHTeMust Ha Cs,

2. Ilepcuctupama xunokomiuieMentemus Ha Cs , Cy,

3. YcranossiBane Ha nosumicHn anti-dsSDNA AT u aHTUTe A Cpelly eKCTpaXUpyeMu aHTHT€HH B €IHH U
CBIIl CEPYM.

4. YcranosiBane Ha nosumiean anti-dsDNA Art, aHTuTena cpeiy eKCTpaxupyeMu aHTHreHn U HUCKu C3
(hpakuy Ha KOMIUIEMEHTA B €MH U CBHII] CEPYM.

5. YcraHoBsiBaHe Ha Ay, Az, Az, Bg By; B reHeTnuHara hopmyiia.

Ipusnanu, npeackaspamu 0JIaronpusiTHA NPOrHO3a

Knunuunu 6enesu

1. Haugano Ha Gonectra cien 40 rogumiHa Bb3pacT.

2. TlocTeneHHO HAYAJIO C ABITBI MPEAKITMHUYEH IEPUO/.

3. llpoTruaHeTo € MPUCTHITHO, C 10Ope 0hOpMEHH MPUCTHITH.

4. Ilpuctbnure ca PeIKH M YECTO €€ NOCTHra A0 IbJHA KJIWHUYHA, MOHSKOra M 10 MMYHOJOTHYHA
peMucusi.

5. AcouuupaHWTE YCJIOXHEHHMS ca PEAKH, MOPEAMMHO BMETHATH HMHTEPKYPEHTHH HWHQEKIMH U
0CTEO0IOopo3a.

Hmynonozuunu benesu

1. Hopmannu HuBa Ha cepyMHus Cs,

2. Hopmanuu HuBa Ha cepyMHuus C; ; C4 B €IMH U CBII[ CEPYM.

3. Panko ce ycranoBsiBat nosuiieHn anti-dsSDNA AT u aHTHTena cpeuly eKCTpaXHpyeMH aHTHICHH B
€/IVH | ChII] CEPYM.

4. Psagxo ce ycranoBsiBar mnoBuineHd anti-dSDNA AT, aHTuTena cpelly €KCTpaxupyeMH aHTHICHH U
HUCKH C3 (Qpakuuy Ha KOMIUIEMEHTA B €IMH U CHII CEPYM.

5. Psaxo ce ycranoBsBat antudochomumuann anturena — LAC, ACL, anti-B2GPT Ar.

6. B rereruuHata gopmyia ce ycTaHOBSBAT 4ecTo Ajg; Bs; DRs.

7. Yecto € Hanuie XamioTuil Aq(Bs,

V. ludepenunaana qnuarsosa Ha CJIE:

1. PeBmaTuuHu 3a00sIBaHMS, IPOTHYAIINA ChC CUMITOMH, 001mu ¢ Te3u npu CJIE.
2. XpoHn4yHH (HeOpUITHH CHCTOSHUSL.

3. HeomnacTuyHM MpoLECH.

4. Acumntoman 60HU ¢ onoxuTeHd ANA.

5. IIepBuuen aHTHHOCHOTUIHICH CHHAPOM.

V. JleueHne npu GOTHH CHC CHCTEMEH JIYIYC epUTEeMAaTo3yC
Hea: [locTurane Ha KIMHUYHA U UMYHOJIOTUYHA PEMUCHS.
JleyeHHeTO0 MMa JBe OCHOBHH CTPAaHHM: XWICHCHHO-THUETHYCH PEXUM M (apMaKoJOrHYHA TEparius.
BaxxHo e u30sirBaHeTo Ha BCUYKM HOKCH, KOUTO BioIIaBaT jymycHata Oonect. Ha 6omuaute che CJIE ce
3abpaHsBa:

e ll3nmarane Ha yJATPaBHOJIETOBM JibuM (MHAyIMpaT cuHTe3ata HAa ANA B KokaTa)
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e [lpwiarane Ha BakCHMHM (KMBU WIH YOWUTH, OAKTEpHAIHUTE aHTUTCHU Ca MOIICH HHIYKTOp Ha
CHHTE3aTa Ha aHTHHYKJICAPHU ¥ aHTU(POCHOTUIUIHN aHTUTETA)

e H3noa3Bane Ha )KEHCKH MOJIOBU XOPMOHH

e VYnorpe6a Ha HIKOH JIeKAPpCTBAa — MCHUIWIMHH, LE(PaTOCIOPUHH, TYOCpKYJIOCTATHUIIH,
cynponamuan. 3abpaHarta € OTHOCUTEIIHA.

e Jlpyru JieKapcTBa, 3a KOMTO € W3BECTHO, Y€ MHAyIUpAT CHHTE3 Ha aHTuHykiaeapuu, ACL,
AQHTUXHCTOHOBH aHTHTENA U TPOBA J1a Ce M3IOJI3BaT C MOBUIIICHO BHUMaHue Tipu 0ot ¢be CJIE
ca: XMapana3uH, mpokauHamus, B-6mokepu, Cuprenil, comu Ha 37matoTo M Apyru. 3abpaHaTa ¢
MHIUBHyaJIHA U 10 TIPCIICHKA Ha JIeKapsi.

Hpyr BaxkeH momeHT nipu G6onHuTe cbe CJIE e HeoOxomumocTTa na ce JieKyBaT (pokamHu WHEKIHH 1
THOWHHIIM, Thi KaTo OAaKTECpUAJHUTEC aHTUICHH Ca MOIICH MHAYKTOp Ha CHHTE3a Ha aHTUHYKIICApHH
AHTHUTEJIA, HIKOW OT AHTUTCHUTE Ca T.HAp. CYIePaHTHICHHU.

Bpemennoct, abopt, paxaaHe ca CHOWTHS, KOWUTO BJOMIABAT MPOTHYAHETO HA CHCTEMHHS JIYIYC
epuremarosyc. [1o Bpeme Ha IisiiaTa OPEMEHHOCT, 10 BPEME Ha U CIIe/l payKJIaHETo, MalMeHTKaTa TpsOBa
na 0b1e Habro1aBaHa OT ONUTEH PEBMATOJIOT.

JlekapcrBa 3a jieueHue Ha CJIE:
1. AHTHMAaNapuIIMTE Cce M3IOJI3BAT MPH OOJHU ChC CUCTEMEH JIYIYC epHTEMAaTojieC ¢ JieKa 0 yMepeHa
AKTUBHOCT, WJIM KaTO MOMBIHHUTENHA Teparmus mpu Texku CJIE. YcraHoBeHo e, de ymoTpebaTa Ha Tasu
rpyma JiekapcTBa HaMallsiBa pUCcKa OT PEUUANBY MPH OOJHUTE ChC CUCTEMEH JIYITYC.

e Chloroquine (MKB M32.0, M32.1, M32.8) — npenopbunrtenta aueBHa go3a < 3 mg/kg - 250

Mg/ aHEeBHO.

Vnorpebara Ha chloroquine e cBpp3aHa ¢ pa3BUTHETO Ha MUTMEHTa MaKyJIONATHs MMOPAJM OTJIaraHe Ha
MCJIaHMH B PCTHHAJIHHA CIUTCIUYM, KOXHHU MIUIMCHTAOWU T-HaAp. TC3aypU3IMO3n (‘-ICpHO-Ka(bSIBa
NUIMEHTALUS 110 TPeAHaTa 4acT Ha noxdeapuimTe). [IurMeHTHaTa MaKyjonaTusi Hajara u3cjeBaHe Ha
OYHHU JbHA Ha 3-6 MECeYHU MHTEPBAIIH.

2. Hecrepouanu mnporuBob3nanutesnn JjekaperBa (HCIIBa) — rpyma nekapcrsa, mHxuOHpamu
neticrBuero Ha nukinookcurenasure (COX-1, COX-2), eH3MMH KOUTO UMAT KJIFOUYOBA POJIsi B CHHTE3aTa
Ha MPOCTArIaHINHHA, MEIUATOPHU ¢ MOIIHO NMPOBB3MAIUTEIHO ACHCTBHIE.

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

Haii-BaxxHuTE HEeXETaHU CTPAHUYHU PEAKIIMHU Ca TACTPOMHTECTUHAITHO KbPBEHE, TyOYJIOMHTEPCTUIIHATICH
He(PPUT U Pa3BUTHE HA TOKCHYEH XEIATHT.

3. KopTukocreponau — rpymna jiekapcTBa, KOUTO Obp30 MOATUCKAT NPOSBUTE Ha Bh3najeHue. Jlosara Ha
KOPTHKOCTEPOH 1A C€ OTPEeIs OT CTEIIEHHATa HA AKTHBHOCT:
e Prednisone 5-10 mg AHeBHO WM EKBUBAJICHT — IIPH JIeKa 0 YMEPeHa aKTHBHOCT
e Prednisone 10-30 mg aueBno (0.5 mg/kg/day) wim exBUBaJeHT — HpPU yMEPEHO TEKKA
aKTHBHOCT
e Prednisone 1 mg/kg/day nnu exBuBaieHT — IIPH TE€XKKA aKTHUBHOCT
e Methylprednisolone (MKB M32.1, M32.8)
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ITysacoBa Tepanusi ¢ KopTukocrepouan — 3 mopeauu aau mo 1000 mg methylprednisolone
HHTpaBeHO3Ha arummkaims, pasteoper B 250 ml 0,9% NaCl, npunoxen 3a KparbK IIEPHOL OT

Bpeme — 30-40 munyTH. KiMHWYHWTE mMOKa3zaHWS 3a TNPOBEXKIAHE Ha IMyJC Tepamusi C
KOPTHUKOCTEPOUIH Ca:

- Jlynycen Hedpur

- Backynur

- Hesponynyc

- Ilynmonwur, 6enoapoben Backynut, ARDS
- Bucoka o0ma akTUBHOCT
- Kapaur.

4. UmyHoCynpecMBHHM JIeKApPCTBA — Pa3IHMYHH HMMYHOCYIPECOPH, C Pa3HOOOpa3HH MEXaHM3MHU Ha

JIeiCTBUE ce MpuiaraT npu OOJHU ChC CHCTEMEH JIYIyC eputemMaro3yc. M300pbsT Ha HMyHOCYIIpECop ce

ornpeacid OT BOACHINTEC KIIMHUYHU IIPOABU, aAKTUBHOCTTA Ha 60J’I€CTT3, npuapyXKaBaluTe 3360JI$IBaHI/ISI,
compliance Ha manueHTa.

Azathioprine — 1-2 mg/kg/day

Mycophenolate mofetil — 1-3 gr/day — usmomn3Ba ce 3a WHAyIMpaHe HAa PEMHUCHS TPH OOJIHH C
TymyceH HepuT

Methotrexate — 5-25 mg/ceqmu4HO, TPUIOKEH NEPOPITHO MM MapeHTEpasHo (MOIKOXKHO HITH
MYCKYJTHO)

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

Cyclophosphamide — 06uKHOBeHO ce mprIara KaTo myic Tepamus B 1o3a 0.75 — 1 gr/m® B 6-12
MOPEHN Mecela MpU CTPOrd KIMHUYHM MMOKa3aHHs: JYyIyceH He(pHT, HEBPOJIYIYC, BaCKYJIHT,
6enonpoben Backymut. [Ipeaxoxma ce ot mysc tepamnus ¢ Methylprednisolone 8 1 wiu 3 nau.

S. BnosornyHa Tepanus

e Belimumab (MKb M32.1, M32.8) — Giiokupa pasrsopumust BlyS ctumysarop, kaTo mo To3u
HauyMH HE TMO03BOJIsIBA Ha B muMdoumur crumynupamms NpPOTEHH Ja ce CBBbpPXKE ChC
ChOTBETHUTE PEIENTOPU Ha MOBBPXHOCTTa Ha B KieTkuTe, KOETO BOIU IO aHEPTHs WM
aronito3a Ha B nmumdornurure.

e Rituximab

e HurpaBeHo3HH MMYHOrI00yamHE - Immunovenin intact ce mpeamnucea B 1032 MEXIy
250-500 mg/kg i.v., xaTo Hali-uecTO Ce Mpwiara B TPH aIUTMKaIMK Tpe3 AeH. Haii-uecTto
HaOJII0aBaHUTE CTPAaHMYHU NPOSIBU Ca TEMIIEpaTypa, MpUAPYKEeHa ¢ BTPUCAHE, II1aBoOoIIue,
apTPWITUH, MHAITHH. B  eXeJHeBHaTa pPEBMATOJIOTHYHA MPAKTHKA HHTPABCHO3HUTE
UMYHOTJIOOYJIMHU HAMUPAT MPUIIOKESHUE TIPH:

- CHCTEMEH JIyIyC epUTeMaTo/IeC C BUCOKA HMYHOJIOTHYHA aKTHBHOCT

- CHCTEMEH JIyIyC epHTEeMaTOjeC, MPOTHUYAIl C I[epeOpPOBACKYIIUT, JIyMyCeH HEPPUT,
BaCKYJIUT W/WJIIM aBTOMMYHHA XEMOJIMTHYHA aHEMUSI, TPOMOOIIUTOTICHUS

- CHCTEMEH JIyIlyC epUTeMaTo/Iec C MoyIeKal] aHTU(POCPOIUIHICH CHHAPOM

- aHTUOCPONHUIHICH CHHIPOM C MOBTAPSIIIH CE CIIOHTAaHHU a0OPTH U HAJTMYHA
OpeMeHHOCT

- CHCTEMEH JIyIyC epUTEeMATO3yC C MOBTAPSIIHU Ce HH(EKIIUH.

6. .JIeRachBeHn MPOAYKTH, KOMTO Ce¢ mMpuwjiaraTt nmo CrieMaJJHi KIHHUIHH IIOKa3aHus

e Dapsone —50-150 mg/day — npociensiBaT ce HUBa Ha METXEMOTJIO0NH
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e Thalidomide — 50 mg/day
e Cyclosporine — 5 mg/kg/day — mpociezsiBat ce cepyMHH HHBa

Onucanure JieKapcTBa Ce MpHIIaraT TpPU: TOPHHIHU YIIKYCH, TEXKKH IMaHWUKYJIUTH, HEKPOTHU3HUPAIIU
BaCKyJUTH, TONMUXOHApUTH. [IpH ymopuTH Ha JiedeHHe HE(PPUTH, NMPU UMYHOKOMILICKCHA OOJIECT C
BHCOKHM HHMBa Ha NUPKYJIUPANTH UMYHHH KOMILICKCH MOXKE Jla C€ MPWIOKH U TutazMadepesa, pH JIuIca
Ha WH(EKITHH.

IIpu neuenunero Ha 604HU cbe CJIE Haii-uecTo 10NMyCKAHUTE IPELIKHU €a:

1. B HauaioTo Ha BCEKU MPUCTBHII, IPU U3pa3eHa aKTUBHOCT HE CE Ipuiara Hy)kHaTa (pQapMaKoJI0rH4Ha
Tepanusi ¥ NPaBUJIHA 1034.

2. Pamno, omie ¢ mbpBUTE NpU3HALK HAa MON0OpEeHHUe, ce MOHMKABA 103aTa Ha JICKApCTBOTO. BaxxHo € na
ce 3Hae, e aKTUBHOTO JIUeHHE Ha eIUH MPUCTHII Ha OoyecTTa Tpae Hali-manko 3-6 mecena. ToBa e Taka,
3aI10TO OeNe3uTe Ha aKTUBHOCT ca CaMO HAJBOJHATA YacT Ha €AMH alicOepr OT MYHOJOTHYHH ITPOMEHH
U CUHTE3UpPaHH aHTHUTEIIA.

3. Ilpu Bnu3aHe B peMucHsi peauna OOJHU ce YyBCTBAT A0Ope W CIMPAT CAMOBOJIHO MOAIBPKAIIOTO
JIeYEeHHE.

4. He ce mo3HaBaT B A€TallJIM JIeKapcTBaTa M TEXHHUTE HEXETaHU e(EKTH, MOPaau KOETO ce IOITyCKaT
HEIIPpaBUIHU KOM6I/IHa]_[I/II/I MCXKAY TAX U HCHABPEMCHCH KOHTPOJ Ha CTPAHUYHHUTE UM )Z[Cf/iCTBPISI.

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

I. Nepununus:

CucremHarta ckjepo3a € KIMHUYHO XETepOreHHa, MyJATUCUCTEMHA, TPOrpecupalia aBTOMMyHHa
0ojecT, KOSTO ce XapaKTepu3upa C YBpEXKIaHe Ha MHUKPOIMPKYIAalMsITa W OTJaraHe Ha
ChEMHUTEIHATA ThKAH B KOYKaTa W BBTPEIIHUTE opraHu. KoXKHOTO 3acsraHe, HapuU4aHO OIlE
CKJIepoJiepMa, € Hail-XapakTepHUs KIMHUYEH CHUMITOM TP CUCTEMHATa CKJEpOo3a.
Cknepoaepmara ce pa3zess Ha JBe OCHOBHU (OPMHU — JIOKAJIM3UPAHA CKIIEPOJEpMa, OTpaHNYCHA
B KOXaTa M MOJKOXHATa ThKaH U CHCTEMHA CKJIEPO3a, 3acAraiia Ko)KaTa U BbTPEIIHUTE OpraHHu.
Ot cBos cTpaHa, CHUCTEMHAaTa CKJIepo3a Ce€ paszelisi Ha JIBa BHUJA - OTpaHHuYeHa W Iudy3Ha.
OrpannueHara CHCTEMHa CKJIepo3a C€ TIpPOosiBABA ChC CKJIEPOJAEPMHUSI TJIABHO Ha pBIIE,
MPEeIMULITHUIIN, TIO-MaJIKO Ha JuIle U mus. Judy3Hata cuctemMHa ckiiepo3a ce XxapakTepusupa ¢
nudy3Ha KOKHA CKJIepo3a U 3acsiraHe Ha pa3lIuYHH BHTPEIIHU OpTaHH.

CucreMHaTa CKIIEpo3a ce XapaKTepH3upa C pazHOOOpa3HH KIMHUYHU CHUMIITOMH W CHHIPOMH,
omucaHu B Tadauma 1.

Tabumna 1. IlaToslOornYHN NPOSIBH NPH CHCTEMHA CKJIEP03a
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Koxa Cunnpom Ha PeifHO; CKIIEpOIaKTHIINS, 3B 110 BEpXa Ha MIPHCTHTE;
CKJIEpOJIEpMHUSI TI0 KpaWHUIM, JIHILIE, NS, TOPC; TEIeaHIMeKTa3uH;
KaJIIUHO3a

bsut mpo6 bazanna 6emonpoOHa hubpo3a; 6emomapodHa XUIIEPTOHHS

Crwpue AputMmun; MHOKapaHa (pudpo3a; 3acToiiHa ChpeYHa HEAOCTATHYHOCT

MyckynHO-CKeNIeTeH

Aptpurt/aprpanrus, ®ubposa Ha cyxoxuianu Baaranumia (tendon friction

amapar ribs); craBHU KOHTPAKTYPH; MHOTIATHS

['acTpOMHTECTHHAIICH Eso¢aronarus; ThHKOUYPEBEH XUIIOMOTHUIUTET

TpPaKT

bropenn Scleroderma renal crisis ( MaMrHEeHa XMIIEPTOHMUS, OBP30IIPOrpeCHpaIIa

OBbOpeyYHa HeJJOCTATBYHOCT)

I1. Enugemuosoruga:

[IporpecuBHaTa cucTeMHa CKJIepo3a IO JUTSPATypHU JaHHU ce cpema ¢ yecrora 21.2/1 mutH.

HaceJIeHHe. Y CTaHOBEHO €, 4e OOMKHOBEHO C€ Pa3BHBa BbB Bb3pacTTa 45-65 roaunu, 3-5 nbpTH

IIO-4CCTO ITPH KCHHU.

II1. luarno3a Ha NporpecMBHATa CUCTEMHA CKJIepo3a:
Jluarmozata Ha CHUCTEMHaTa CKJepO3a CE€ OCHOBaBa Ha H3IIBJIBAHETO Ha OmpeiaeseH Opoii

JAUArnHoCTU4YHH KPUTCPHUHU.

IMpe3 2013 rox. ACR/EULAR ny0iukyBaT HOBUTE KIaCH(PUKAIMOHHA KPUTEPUU NIPU CHCTEMHA

CKJICPO34a, KaTO TE€3U KPUTCPHUHU CC IpUJIarat U KaTo JUArHoOCTUYHU (Taﬁmma 2)

Ta6auna 2. Knacupuxanuonnu kputepuu Ha ACR/EULAR (2013) npu cucTeMHa cKjepo3a

Kpurepuii Hoaxpurepuii Score

ViuTbTHEHHE Ha Koxkata (CKiepoaepMusi) Ha - 9
OPBCTUTE Ha PBIETE, MPOCTHUPAILO Ce
HPOKCHMAITHO OT MeTaKaprnogataHreaTHUTe
CTaBU
(mocTaTbueH KpUTEPHii)
VIIbTHEHHE Ha KOXKaTa Ha IPbCTHTE Puffy fingers 2
(B3eMa ce BIpeBH/I CAMO MO-BUCOKHSI CKJIepOJaKTH/INS HA IPHCTHTE 4
score) (mucramHO OT MeTakaprodanaHreaTHUTe

CTaBH, HO IMTPOKCUMAJIHO OT

NPOKCHMAITHUTE UHTEp(aTaHreaTHH

CTaBH)
Jle3uu 110 BbpXa Ha IPBCTHTE JMrUTAIHH yJIIepanuu mo Bbpxa Ha 2
(B3eMa ce BNpeABHI €aMO IO-BHCOKHS | MPbCTHTE 3

score)

TOYKOBHIHH oese3m 1Mo Bbpxa Ha
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npbCTHTE
Teneanruekrazun - 2
AOHOpPMHA KaNMJISAPOCKOIICKA KapTHHA - 2
[MynmoHanmHa apTepruaiHa XUIMEePTOHHS [MynmoHanHa apTepruaiHa XUIePTOHHS 2
W/WIIA UHTEPCTHIIHATHA OeoapoOHa HHaTepcTumaiao 6emoapodHo 2
¢ubpoza 3abosBaHe

Cunapom Ha Peiino - 3
[TonoxuTemH CKIIepoIepMa-CBbp3aHI Anrnnerarpomepuu (aatu-CENT) AT 3
AHTUHYKJICAPHU aHTUTENA Awnturornonzomepasuu (antu-Scl-70) At 3
(aHTHLIEHTPOMEPHH, AHTHTOITON30MEPA3HH Amntrena cpemy PHK mommmvepasa 111 3
(antu-Scl-70), antu-PHK nonumepasa Il

(MakcuMaJsHus SCOre e 3)

*Tezu Kpumepuu He ca npuilodCumu npu 6OJZHM, npu Koumo KOINCHOMO YNJIbMHEHUe He € 3aCecHajlo

npvcmume, Kakmo u npu OOaHU CbC CKIepo0epMa-no0obHu 3abonseanus (Hegppocenna ckieposupawa
@ubposa, eenepanuzupana mopges, eozunoduier pacyuum, ouabemua cKiepooepma, CKiIepoMUKceoeM,
nopgupus,epumpomuaneus, lichen sclerosis, graft-versus-host disease ).
*IIpu 60oanu c 06wy ckop > 9 ce nocmaegsa ouazHo3a CUCMemMHa CKiepo3d.

IV. ludepeHunasHna auardo3a Ha CHCTEMHATa CKJIepo3a € IIMPOKa M BKIIOYBA TOJISIMO

pa3H006pa3He OT 3a0oysBaHud U CbCTOSAHUSL, KOUTO MNPOTHUYAT C XPOHUYHO YIUIBTHCHUC HaA

Koxkara (Tadauua 3).

Tadnuua 3. Judepenuunanna AuardHo3a Ha CbCTOSIHUSITA, NPOTHYAIIM C XPOHUYHO KOMXKHO

yILTbTHEHHE
Cucremna ckiieposa 1. OrpannueHa cCUCTEMHA CKJIEpO3a
2. JludysHa cucteMHa cKkiepo3a
3. TlpunokpuBamy CHHIPOMHU
» Bomect Ha Sharp
* CucremHa ckiepo3a/IlonumMuosut — ,,cKIepOMUO3HUT
* CucremHa ckiepo3a/PeBmaronsien aptput
»  CucTeMHa CKIIep03a/CUCTEMEH JYITyC epUTeMaToIeC
Jlokanuzupana 1. Mopdes
CKJIepoepMa 2. JluneapHa ckieponepma
CkrepeneMa 1. Cxnepenema na Buschke
2. JlmaGetHa ckiepenema
3. CkJiepenema npu HOBOPOJCHU
CknepoMukceneMm *  V3BBHKJIETHYHH MYIIMHOBH JIETIO3UTH B KOXAaTa W BBHTPEITHHUTE
opraHu
=  Acouunpa ce ¢ npoaykius Ha MoHOKJIOHaIHHU |G npoTtenHu
Eo3unopuinnu 1. Eosunodunen dacruut (qudyseH GacuuuT ¢ €03MHOPIHS, O0IECT
CUHJIPOMH ma Schulman)
2. Eo3uHOQUIMSI-MHUAITUS CHHAPOM
3. Toxic oil syndrome
MeTtabonuTHI 1. Porphyria cutea tarda
3a00J1IsIBaHUS 2. DeHWJIKETOHYpHUs
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Cunnpom "a Werner
Axpomeranus

> w

IceBnockiepoaepma

" JlokamnHa allJIMKalysa Ha BUTaMUH K, 6J'ICOMI/IIII/IH, IICTHA301IH

Hedporenna
CHCTEMHA CKJIEp03a

» [IporpecuBHa cuctemHa pubpo3a mpu Oosnnu ¢ end-stage 6pOpeynHa

HCOOCTATBYHOCT

Chronic  graft-versus
host disease
(GVHD)

=  AnoreHHa TpaHCIUIaHTallug Ha XEMOIIOCTUYHU CTBOJIOBU KIIETKH

Penxu 3a0onsiBanms

Lo

[TaxunepMonepuocTur

2. POEMS (momuueBpomaTHisi, OpraHOMETalus, €HIOKPHHOIIATHS,

MOHOKIJIOHaJIHa I aMaHaTI/Iﬂ)

V. JleyeHne Ha POrPeCMBHATA CHCTEMHA CKJIEP03a

HpOFpGCI/IBHaTa CUCTCMHaA CKJICPO3a € CUCTCMHO 3a00/s1BaHe Ha CbCAMHUTCIIHATA ThKaH, KOCTO

TPYAHO CC€ TOoAJiaBa Ha JICUCHHC. Jleuenuero npu CKJIepoAcpMHrsd CC OCHOBABa HaA CUT'YpHa

AuarHo3a, OIpeaAcIIHC MOoJABUAA

Ha TNPOrPEeCMBHATa CHCTEMHA CKJIEpO3a CHOOpa3HO

HMYHOJIOTMYHHA HpO(l)I/IJ'I, cTaausa Ha 6OJIGCTTa, OPraHHUTC IMOJIAKCHHA, KAKTO U HAJIMYHUCTO HA

IIPUIIOKPUBAILM KIMHUYHU TNposiBU. JlekapcTBeHHMTE CpeAacTBa IPU CHCTEMHA CKIEpO3a

BKJIFOYBAT:

= HmyHoMonynaropHa U aHTU(PUOPOTHYHA Tepalus WIM ToBa ca 00J1ecTONPOMeHSIIIHN
JIEKapCTBEHM CpeCTBa

- HeKapCTBGHI/I cpeacrea U3INO0J3BAHU ITPU PA3JTIMYHUTC OPraHHU IOPAKCHUS.

AJITOPUTHM 32 JledeHne HA MPOTrPeCHBHATA CHCTEMHA CKJIEP03a

A 4

IlonBua, crammit

A 4

IlynmonanHa apTepuanHa
XUIICPTOHUA
(mpocTalMKINHH,
€HAOTeJTHHOBHU pelleNTOPHA
AHTArOHMCTH, UHXUOUTOPH
Ha dochoauecTepasa-5)

THUIIA CUCTEMHA CKJIEP03a, KaKTO U
npoduaa Ha aHTUTeNaTa

HNmyHOCynpecuBHa AnTHGUOpOTHYHA
Tepanus i Tepanus
OmnpenensiHe Ha pUCKa CIIOPE CTaaAus U
NuTepcrunnanta

benonpobna bonecr

(Nintedanib)

| -

CI(pI/IHI/IHF 3a BUCHCPAJIHU ITPOSABU

Muo3zur
(xopTHKOCTEpOHS,
METOTpEeKCar)

iy |\

I'EPb dubpo3upar
(naxHOUTOPH Ha AJIBEOJIHT

MPOTOHHA TIOMTIA) (Cyclophosphamide)

Penanna kpuza
(ACE unxuburopm)

ApTtpur
(HCIIB1, aHanreTUIm)

denomed Ha PeitHo
(Ca®* anTaronucrn)




Ipenoprku Ha EULAR/EUSTAR 3a JieueHne Ha NMpPOrpecMBHATA CHCTEMHA CKJiepo3a.
[IperopbKkuTe Ce OCHOBaBaT Ha KOMOWHAIMS OT JOKa3aTejCTBa, YCTAHOBEHHW B IPOBEICHH

PaHAOMH3HUPAaHN KIMHUYHHA IMIPOYUYBAHUA U ITPUETH KOHCCHCYCH.

I. Tpenopbkn Ha EULAR/EUSTAR nipu ckiiepoaepMa-cBbp3aHa BacKyJI0NaTus.

1. Cunapowm Ha Peiino

a) JuxuaponupuaIuaHOBU Ca’" antaronucru

= Nifedipine — nekapctBo Ha mepBH H360p; B m03a 3 x 10-20 mg mo
MakcuManHa no3a ot 30-60 mQ; HamansBa yectoTara W TEXKECTTa H

HUCXCMHUYHHUTC aTaKHu.

b) BeHO3HM U MEpOpaTHH IPOCTAHOM TN

= lloprost — 0.5-2 ng/kg/min uudysus B 3-5 mocnenoBaTeHu THA WK 2

x 50-100pg nepopaHO NPUIIOKEHHE.

c) Iepudepun BazoamaaTaTopu

2+
HuxunponupuauaoBd Ca® aHTaroHWCTH ca JIGKAPCTBEHO CPEJICTBO Ha IBPBH W300p IpH

CKIICpoacpmMa-CBbp3aHusaA CHHAPOM Ha Petino. HpI/I HEYCIIEX OT TAXHOTO IIPHUIIOKCHHUE CC

MPENopbYBAT HHTPABEHO3HH MTPOCTAHOU/IH.
2. JlurutanHu ynmepanuu

a) lloprost—0.5-2 ng/kg/min uudysus B 3-5 mocienoBaTeIHN THH; YCKOPsBA

O3JpaBABAHCTO HA JUIHTAJIHUTC YIICpallMyM, KaKTO MW MOpcamasBa oOT

dbopMHUpaHETO HA HOBU SI3BUYKHU.

b) Bosentan (MKB M34.0, M34.1, M342, M34.8) — [OBOEH €HIOTEIMHOB
pELENTOPEH aHTArOHKCT; B 103a 2 X 62.5 MQ THEBHO 3a 4 CEAMUIH, CIIEe KOETO

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

Bosentan ce npenopbp4Ba IIpu ,I[I/I(l)y3Ha CUCTCMHA CKJICpO3a C JUTUTAJIHU YJIICpalluu, IIpU JIAIICA

Ha e(beKT OT IIPUJIOKCHUECTO Ha ITPOCTAHOUIH.

IIpenopbvku

Cwuita Ha
nperopbrKaTa

I. CkJieponepma-cBbp3aHa AUTHTAIHA BACKYJIONATHSA

MerTta-ananus 3a MMPUIIOKCHUETO HA TUXUAPOIIUPUIUHOBU Ca2+ AHTAarOHUCTHU N METa-
aHaNM3 3a TMPHIOKEHHeTo Ha BeHo3Hu mpoctranouau. Nifedipine u uHTpaBeHO3HO
npuiioxkenue Ha |loprost HamansiBat yectorara M TEKECTTa HAMCXEMHUYHUTE aTakKu

A

JuxuaponupuinHOBI ca* antaronucty, obukHoBeHo Nifedipine, cpemctBo Ha
bpBHU U300p mipu SSC-cuHApOM Ha PeiiHo, M MHTPAaBEHO3HHU MPOCTAHOM/IN TIPH TEKBK
CHHJPOM Ha PeiiHo, pa3Buii ce B X0/1a Ha MPOTrPECUBHA CHCTEMHA CKJIepo3a

I[Be pPaHAOMU3UPAHNU KIIMHWYHHW TIPOYYBAHHA JOKa3BaT, Y€ HWHTPABCHO3HUTC
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MPOCTAaHOMIW, KOHKPETHO HHTpaBeHo3Hms lloprost, ca edexktuBHM IpH
03/IpaBSIBAHETO HA JIUTHTATHUTE YIIEPaluu MpH OONHU che SSC. MHTpaBeHO3HUTE
MPOCTAaHOUIM TPsiOBa Jia Ce M3IMOJI3BAT KAaTO CPEICTBO 3a JICUCHHE HAa JUTUTAITHUTE
yIepanun

JIBe pangoMu3npaHM KIWHHUYHU TPOYYBAHHS TOKa3BaT, dye Bosentan mpeamassa ot | A
Pa3BUTHUETO HAa HOBU AWTUTAIHU YJIEpaluu, 0cOOCHO TpU OOJHU C MHOMXECTBO
SI3BUYKHU T10 NPBCTUTE HA PBIETE

Bosentan Tps0Ba ma ce m3momsBa mpu audy3HA CHCTEMHAa CKJIepo3a C MHOXKECTBO
JMIHTATHA YIIUEpPAlnH, Clel Heycrex oT MpHiIoKeHneto Ha Ca’’  aHTAaroHHCTH H
MIPOCTaHOUTU

B Bwarapus cnopea Kpatkara xapakrepucTuka Ha npoaykrure (KXII):
I. Cxieponepma-cBbp3aHa BaCKyJ10NaTHS.
1. Cunapowm Ha Peiino

2+
a) HuxuaporupuanHoBu Ca” aHTaroHHUCTH — HE ca MOKAa3aHU 3a JICYCHHE Ha
CKJIEpO/iepMa-CBbp3aH CUHIpPOM Ha PeilHo cnopen KpaTkara XxapakTepUCTHKA
Ha IPOAYKTA.

b) BeHO3HM MPOCTAHOMIU WK APSHTEPAIHU Ba30AMIIATATOPH

» Jloprost — konuenrpar 3a wuH(py3uoHeH paszreop 1ml/0.027mg;
2ml/0.067mg. IIpunara ce nox ¢popmarta Ha HHTPABEHO3HA UH(Y3US B
no3a 0.5-2 ng/kg/min. Criopen KXII e moka3an 3a JiedeHHUE HA TEIKBK
MHBAJIAIN3UPALL CUHIAPOM Ha PeliHo.

c) Ilepudepnu BazoauIaTaTopu

= Naftidrufuril tabaerku 50 mg, 100 mg u 200 mg. npenopbyrTEIHATA
naeBHa no3a € 300-400 mg 3a nedeHue Ha mepuQEepHH CHIOBU
HapylIEeHUs, Cpel KOUTO U CUHApPOM Ha PeliHo. Jleyenunero moxe na
MpOoJBJIKH OT 1 10 6 Mecena.

2. JlurwramHu yimepanuu.

B kparkaTa xapaKTepHUCTHMKa Ha NPOAYKTUTE Ha ”ODrOSt u_Bosentan nsama TCPAINICBTHUYHO

IOKa3aHUC JUTHUTATHHU YINCPpaluU ITPpHU MPOrpeCUuBHA CHCTEMHA CKJIEPO34a.

II. Mpenoprkun nHa EULAR/EUSTAR mnpu ckiepoaepMa-cBbp3aHa IyJMOHAJIHA
aprepuaana xunepronus (SSc-PAH).
1. EHIOTENMHOBM pEeleNTOPHU aHTarOHUCTH

a) Bosentan (M34.0, M34.1, M342, M34.8) € KOMICTUTHBEH EHIOTCIUHOB
peLEenTOpeH aHTaroHWCT, C JOKa3aHa e(QeKTUBHOCT TmpHu OemoapobHara
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b)

a)

apTepuagHa XWIEPTOHHWS, pa3BUBaIla C€ B XOJa HAa TNPOrPECHMBHA CHUCTEMHA
ckieposa. [IpenoppunTennara qHeBHA 103a € 2 X 62.5 Mg 3a 4 ceaMuIM, cien
koero 2 x 125-250 mg. IlomoOpsiBa ¢usznueckuss KanmanmuTeT, (yHKIIMOHATHUS
KJIaC, HSIKOW XEMOJUHAMHYHHU TTOKA3aTENH U IPSKUBIEMOCTTA Ha OOJHUTE.

Ambrisentan (127.0; M34.0; M34.1; M34.2) e nepopajiHO aKTHBEH aHTarOHHCT
Ha enporenuHoButTe peuentopu (ERA) or kiaca Ha mponaHoBaTa KHCENIMHA,
cesniekTuBeH 3a peuenrtopa Ha enpotenuH A (ETa). [lokazan e 3a yeueHue Ha
OemonpoOHa aptepuanna xwurepTonus (BAX) mpu BB3pacTHH TAIMEHTH C
¢ynkunonanen kmac (OK) mo C30 II mo III, BritouuTenHO W 3a ymoTpeda B
KoMOuHupana tepanus. Jlokasana e epukacHOCTTa My npu uauonatuyHa BAX
(MBAX) u mpu BAX, cBbp3aHa cbc 3a00JisiBaHE Ha ChEAWHUTEIHATA THKaH.
[IpenopbunTenna qHEBHA 1032 5 mg / IHEBHO 3a 3all0YBaHE HA JICYCHHETO U B
3aBUCHMOCT OT KJIMHUYHHS OTIOBOP M TOHOCHMOCTTa, J03aTa MOXeE Ja ce
noBuiy A0 10 mg 1HEBHO.

2. CenextuBHU 5-pochoauecTepasHn HHXUOUTOPH

Sildenafil (M34.0; M34.1; M34.2) e cenektuBen (hochoarecTepaseH HHXUOUTOP,
onobpen 3a newenne Ha PAH II, III, IV ¢Qynkunonanen kmac. B enno
PaHIIOMU3HPAHO KJIMHUYHO MPOyYBaHE € JIOKa3aHa HeroBata €(EeKTUBHOCT TPHU
SSc-PAH, kato ce ycrtaHoBsiBa mofoOpsiBaHe Ha (U3MYECKUS KallaluTeT,
(YHKIIMOHATTHUS KJIac U HAKOW XeMOJIMHAMUYHY MMOKa3aTenu. [IpenoprunrenHara
no3a e 3 x 20 mg, 40 mg, 80 mg, karo e mokazan npu O0JHU Oe3 JOCTaThuCH
edekT ot Bosentan.

3. Hutpasenozen Epoprostenol. Omobpen or FDA 3a ncuenune Ha texkka PAH (III, TV
GyHKIMOHATICH KJac), mpwiara ce B mnpoawmkurenHa wuHby3us 2  ng/kg/min.

[TporuBonokasan e npu Texxka JIK cucronna quchynkums u 6e101poOEeH OTOK.

[Ipenopbku Cuna Ha
HpernopbKaTa

I1. CkiepoepMa-cBbp3aHa MyJIMOHAJIHA apTepuaHa xunepronus (SSc-PAH)

JIBe paHjoMH3MpaHM KIMHUYHM MPOYYBaHMs yCTaHOBsBaT, 4e Bosentan momoOpssa | A/B

bu3nyeckus KananuTeT, (pyHKIHOHATHUS KJIaC M HAKOM XEMOIMHAMHYHU MOKa3aTeIH.

Ilokazan 3a euenne Ha SSC-PAH

JIBe paHIOMHM3MpaHH KJIMHWYHU NPOYYBAHUS yCTaHOBsABAT, ye Sitaxentan momoOpsiBa | A/B

bu3nyeckus KananuTeT, PyHKIHOHATHUS KJIac M HAKOM XCMOIMHAMHYHU MOKa3aTeIH.

Ca110 mokasas 3a jedyeHue Ha SSc-PAH

EnHo panmoMusupaHo KIMHMYHO TmpoyuBaHe nokaszBa, d4e Sildenafil momoOpsiBa | A/B

¢du3uyeckus KamanuTeT, QYHKIMOHAIHUS KJac M HSIKOW XEMOJMHAMHUYHH TOKa3aTesn

[pH MyJIMOHAJIHA apTepHaTHA XUITEPTOHHS

Sildenafil mosxe na ce nznon3ea 3a neyenue Ha SSC-PAH

EnHo panmoMusupaHo KIMHHYHO MPOY4YBaHE J0Ka3Ba, 4e MHTpaBeHo3HUs Epoprostenol | A

nono0psiBa hu3MUecKHs KanauuTeT, (pyHKUMOHATHMS KJIAC M HIKOM XEMOJWHAMHYHH
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| MOKAa3aTely NPy IMyJIMOHAIHA apTepraiHa xunepTonus. [Tlokazan npu texxka SSC-PAH |

II. Ckiaepoaepma-cBbp3aHa MYJMOHAJIHA aPTEPUATHA XUIIEPTOHUSA
1. EnpoTennHOBU PEeLIENTOPHU aHTAarOHOCTU

a) Bosentan — tabmetku 62.5m g u 125 mg, 3amousa ce 2 x 62.5 Mg 3a 4 ceaMuUIH,
cJe KOeTo J03aTa ce rnmoBuiiasa Ha 2 X 125 mg.

b) Ambrisentan — ra6ierku 5 mr. IIpenoppunTenta q03a 5 mg BEIHBK JTHEBHO 3a
3all0YBaHe Ha JICYEHHETO H B 3aBUCHMOCT OT KJIMHHYHUS OTCOBOP M
MOHOCHMOCTTA, JI03aTa MOXe Jia ce MOBHUIIH 10 10 mg IHEBHO.

2. CenextuBHU 5-pocdoauecTepasHn HHXUOUTOPH

a) Sildenafil — ra6merku 20 mg. [Ipenopsunrtennara aHeBHa 103a € 3 X 20 mg.

I11. IMpenopbrku na EULAR/EUSTAR 1ipu ckJiepojiepMa-CBbP3aH0 KOKHO aHTaKHMpaHe
1. Metotrexate. B 1Be paHgoMH3MpaHUW KIMHUYHU TPOYYBAHHS € JOKa3aHa
epekTuBHOCTTAa HAa MTX MO OTHOIIEHWE KOXHUTE TPOSBH, OIEHEHU 4pe3 T.Hap.
Rodnan skin score. TToka3aH 3a npuJIOKeHHE MPH paHHATa TU(Y3HA CKIEPOACPMUSI.
[IpenoppunTennara 103a € 15 mg/ceamMuyno.

[Ipenopeku Cuna Ha
npenopbpKara

I11. CkaepoaepMa-cBbP3aHO KOKHO AHTA’KMPaHe

JlBe paHIOMU3UpaHH KIMHAYHU TpOy4YBaHHs ycraHoBsBaT, 4ye MTX mojoOpsia | A
KOXKHOTO 3acsiraHe mpu OonHU ¢ paHHa qudy3Ha SSC. He ca noka3aHM MOJIOXKHUTEIHU
e(eKTH BbPXY IPYTU OPraHHU MOpaKEHHE.

Metotrexate ce mpemopbuBa 3a JeueHHE HAa KOXXKHUTE NPOSBU MPH OOJHH C paHHA
mdysHa ¢popMa Ha cHCTEMHA CKJIepo3a

B Buarapus cnopen kparkara xapakrepucruka Ha npoaykrure (KXII):
I11. Ckaeponepma-cBbpP3aHO KOKHO AHTAKUPaHe
1. B kparkara xapaktepuctuka Ha Metotrexate HsiMa TepaneBTHYHO IOKa3aHHE
MIPOrpecuBHA CHCTEMHA CKjiepo3a. Belpeku ToBa OoCHOBaBailku ce Ha MPENOpbKUTE Ha
EULAR/EUSTAR Metotrexate ce u3mon3Ba KaTo UMyHOCYIIPECHBHA TEPAITUs PU OOIHU
ChC CHCTEMHa CKJiepo3a. B kimHNYHATa MpaKkTHKa ce 3arnousa ¢ 1o3a 10-15mg/cenmuyso,
C MOBHILIABaHe Ha Ji03ara ¢ 5SMQ/ceAMUYHO 10 JOCTHraHe Ha MacKuMaiHa Jo3a 25-
30mg/cenqmuuno. Edekrsr HacTbnBa Mexay 27" u 3™ mecen. MTX momo6psia skin
SCore, OlLEHsBAIl CTEMEHTa Ha KOXKHO YIUTbTHEHHE, €(eKTUBEH NpU apTPUT, MHO3UT,
pa3BHBaIll C€ B XOJ]a Ha CUCTEMHA CKJiepo3a. JlekapcTBeHuTe PopMH, MPUCHCTBAIIM Ha
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nazapa ca tabierku 2.5 mg; 5 mg; 10 mg u ¢urakoHu 3a mapeHTepasHO npuiokeHue S50
mg/5ml; 1000 mg/10ml.

2. D-penicillamine ¢ ¢ antupubpornden epekT u gokazaHa eEKTUBHOCT BbPXY KOKHOTO
yILTBTHEHHWE mpu  ckiepojepmus. CHcTeMHaTa CKiepo3a HE € BKIIOYEHa KaTo
TEpaneBTHYHO MOKa3aHHUE B KpaTKara XapaKTEepUCTHKa Ha mpoaykra. D-penicillamine ne
npucbkcTBa ¥ B mnpernopbkute Ha EULAR/EUSTAR 3a jedeHue Ha mporpecuBHa
CHCTEMHA CKIICPO3a.

IV. Ilpenoprkn na EULAR/EUSTAR npu ckiepoaepMa-CBbpP3aHO HHTEPCTHIIHATHO
0es10apo0OHO 3a001IBaHe.
1. Cyclophosphamide cbo0Opa3Ho 1Be paHAOMH3MpPAHW KIMHHUYHA TIPOYYBAHHS CE
MpenopbhyBa 3a JEYCHUE Ha MHTEPCTUIIMAIIHO OeoapoOHO 3a00ssBaHe, pa3BUBAIIIO CE B
XO/la Ha MPOTPECHMBHA CHUCTEMHA CKiiepo3a. [IpemopbunTenHarta jo3a HpU MEPOPATHO
npuitokenue e 1-2 mg/Kg/aHeBHO Wiy IpH mapeHTepanHo npuoxenue 600 mg/m? B 6
nopennu Mecena. Crie ToBa JICUCHHETO CE TMPOIBIDKaBa C JAPYr HUMYHOCYIIPECOP
Azathioprine 2.5 mg/kg. Cyclophosphamide moBuiaBa ToTanHHs BHTAJE€H KallallUTET,
dbopcupaHusi BUTAICH KalalMTeT, U N0J00psiBa Ka4eCTBOTO HA KHBOT TPU TE€3H OOJHH.
He nosnusea nudysnonnus kamanuret 3a CO.

[Ipenopbku Cuna Ha
penopbpKara

IV. CkjaepoaepMa-cBbP3aHO HHTEPCTUIMAIHO 0e101Po0HO 3200J1IBaHe

JIBe paHmoMu3MpaHd KIMHUYHU TpOy4YBaHuWs ycraHoBsiBat, ue Cyclophosphamide | A
TpsibBa Ja ce W3MOJ3Ba 3a JICYCHHE HA HMHTEPCTHUIMATHO 0enoapoOHO 3aboiisiBaHe,
Pa3BHUIIO CE B X0/1a Ha CHCTEMHA CKJIePO3a, BBIIPEKH HEroBaTa TOKCHYHOCT

IV. Ckaepoaepma-cBbp3aHO HHTEPCTHLIHMATIHO 0€10ApO0HO 3a00/19BaHe
1. Coopen kpartkara xapaktepuctuka Ha npoaykra Cyclophosphamide e mokaszan mpwu
OOJIHM € BAaCKYJIUT M MHTepCTHIMaIHa OenoapoOHa ¢ubposa, Gubposupar aaBeoIuT
pa3BWIIM ce B XOJa Ha cUCTeMHara ckieposa. [Ipumara ce B mo3a 1-2 mg/kg/nueBHo.
JlekapcTBeHHTE (POPMH, IPUCHCTBAIIN Ha MMa3apa ca Tabnerknu 50 mg; gpmakorn 200 mg u
500mg nuodmm3ar 3a HHKEKITMOHHO TPUIIOKEHHE.

*Cnopen npenopbkute Ha EULAR/EUSTAR npyr uMmyHOCYIpecop, KOWTO ce U3M0I3Ba
MPpU  HUHTEPCTUIIMATHOTO OemoapoOHO 3a0oJisiBaHE TIPU  CKJICPOACPMHSI TOBa €
Azathioprine. B Hamiata crpaHa TOBa TEpaleBTUYHO IMOKA3aHWE HE € BKIIIOYCHO B
KpaTkaTa xapaktepucTuka Ha Azathioprine.
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2. Nintedanib (M34.0, M34.8) — B brwirapus cmopen KparkaTa XapaKTEPHCTHKA Ha
npoaykrure (KXII), Nintedanib e moka3an mnpu BB3pacTHH 3a JICYEHHE HA CBBp3aHa CbC
CUCTEMHA CKJIepOo3a MHTepcTulnaiHa 6enoapodna 6onect (SSc-ILD). [Ipenoppuntennara go3a

HuHTeaanuO e 150 mg aBa MbTU THEBHO, MPUIIOKEHA IPUOIU3UTETHO Tipe3 12 yaca.

JlHeBHa n03a o1 aBa mbTH 110 100 mg ce mpenopbuBa 3a U3IM0JI3BAHE CaMO IIPU MAILUEHTH, KOUTO
ca I0oKa3aJli HEOHOCUMOCT KbM JHEBHA J103a OT /ABa IbTU 1o 150 mg. Ako Oble npomycHaTta

eaHa J03a, NPWIOKEHUETO TpsOBa Ja MNPOABIKM OT CIEIBAlllMS IUIAHOB MPUEM MPHU

MpenopbUYUTEIHATA J103a. AKO OBbJe MpoIycHaTa 103a, MAlMEHTHT HE TpsOBa Aa mpuema
JOMbJIHATETHA A03a. He TpsOBa 1a ce HaBuIIaBa MpernopbUnTeHaTa JHeBHa q03a ot 300 mg.

JlekapcTBenute (GopMH, MPUCHCTBAIM HA IMa3zapa ca MEKH KancCynu chabpkamu 150mg wmm
100mg Nintedanib (mox dhopmara Ha e3uar).

IIpenopbku

Cuna Ha npenopbKaTa

CkJiepoaepMa-cBbP3aHO HHTEPCTHIIMAIHO

0es101po0HO 320015IBaHe

Pangomusupano, JBOMHOCIIATIO,
MHOTOIICHTPOBO,  MaplieHo,  mJanebo-
KOHTPOJIHPAHO KIIMHUYIHO MPOyYBaHE
SENSCIS ycranossiBa, ye Nintedanib mosxe
Ja ce M3MON3Ba 3a  JIeYCHHE  Ha
MHTEpCTULMAIHO OenoapoOHo 3abossiBaHe,
pa3BUJIO Ce B XOJa Ha CHUCTEMHa CKIIEpo3a
(SSc-ILD), w©a ©0a3a Ha mOCTHrHaTa
IbPBUYHA KpaliHa TOYKA - TIOHMKEH TEMIT
Ha cnaa Ha  (QOPCHPAHUAT  BUTAJCH
karmanuteT (OBK) 3a nepuon ot 52 ceamuiu
CpaBHEHO C Ianedo rpymnara.

A

V. Ilpenopbku Ha EULAR/EUSTAR npu

CKJIEpPOJIePMHA pPeHAIHA KpU3a

HajsiraHe v OpOpeyHa QyHKIus

MOBUIIIEH PHUCK OT pa3BUTHE Ha CKJIEPOJIEpPMHA peHanHa Kpusza. bojHuTe Ha
KOPTHKOCTEPOUAX TpsiOBa Ja ObJaT BHUMATEIHO MOHHMTOPHUPAHH 3a apTEPUATHOTO

[Ipenopbku Cuna Ha
npenopbKara

V. CkjiepoiepMHA peHATHA KpHU3a

JlurcBaT paHIOMU3MPAHU KIMHUYHU TIpoyuBaHus, ekcrieprure mnpenopbuBar ACE- | C

WHXUOMTOPHTE J1a Ce U3MOJI3BAT 3a JICUCHUE Ha CKIICPOJIEpMHA PeHaIHa KpH3a

UYetnpn peTpOCIEKTUBHU MPOYYBAaHUS 3aKiIrO4BaT, 4Ye CTEpOUAHTE ca cBbp3aHu ¢ | C
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VI. IIpenopbku Ha EULAR/EUSTAR npu ckiepoaepma-cBbp3ano 3acsarane na F'UT

IIpenopsku Cuna Ha
IpenopbKara

V. CriaeponepMma-cBbp3aHo 3acsaraie Ha 'MT

Bempeku smrcata Ha < paHAOMU3MpAHM KJIMHUYHHM TNPOYYBaHUsA, eKcrepTture | B
npernopbuBar PPl (MEXHOUTOPH HA MPOTOHHATA MOMIIA) 33 MPEBEHINSA OT Pa3BUTHE Ha
ractpoe3dareaneH pedIrykc, 38U Ha XPaHOIIPOBOJIA M CTPYKTYPH

Beopekn nwmmncara Ha  paHIOMH3UpPAaHW KJIWHWUYHH Tpoy4BaHus, ekcrneprute | C
MpernopbYBaT MPOKHHETHUIM 32 JICYCHUE Ha CKICPOJCPMa-CBhP3aHUTE HApPYIICHUS Ha
MOTHIIUTETa — qucdarus, ractpoe3odareanex pedaykc, ICEBIOOOCTPYKITUS H T.H.

Bpopexkn nmmcara Ha  paHIOMHU3UpPAaHM KJIMHUYHM TIpOy4yBaHMsA, ekcmneprure | D
mpenopbyBaT aHTUOMOTHYHA Tepamusi Mpu ManabcopOuusi, pe3ynraT oT OakTepuaneH
CBPBXPACTEX

ABTOUMYHHHU MUO3UTHU (mo MKB kox M33)

I. dedunnmus

ABTOMMYHHHMTE MHO3UTH Ca Irpyna CUCTEMHH aBTOMMYHHHU OOJIECTH, XapaKTEepHU3HpallU Ce C
XPOHMYHO MYCKYJIHO BB3MAJICHUE, PE3ylATaT OT AKTUBUPAHE HA KIETBYHMS U XyMOpPAIHUSA
UMYHECH OTIOBOp, MMYHOTCHETHYHHM BapHallMM M IO3MTUBHpaHEe Ha aBToaHtuTena (AAT) B
cepyma Ha Hsikou 001HM. Hali-001110 aBTOMMYHHUTE MUO3UTH CE MPOSIBABAT C:

= [lporpecupaiia, CUMETpHYHA, TPOKCUMAJIHA MYCKYJIHA CI1a00CT

* JloBHIIEHO CEpyMHO HHBO Ha MYCKYJHHTE eH3uMH — KpeatuH(pocpokunaza (KDK),
nakrataexuaporenesa (JIJ1X), anmonasa

= Enextpomuorpadcku npoMeHu

*  CTpyKTYpHM W/WIN BB3NATUTEITHN U3MEHEHEHUs B OMONTAT OT MYCKYJIHA ThKaH

= ExkcTpaMyCKylnHM TpOSIBU C aHTaKMpaHe Ha KoXa, CTaBM, Oa1 Apol, cbplue,
racCTPOMHTECTUHAJIEH TPAKT;

II. EnnaemuoJjiorust

ABTOMMYHHUTE MHO3UTH ce cpemiaT B 2-10 cioyyas Ha 1MJH., ¢ IPEeUMMYLIECTBEHO 3acAraHe Ha
KeHCKHs moJt 2,5:1. YcTaHoBeHO e, 4e B ObJrapckaTa MoImyJaius 4ecToTaTa Ha JepMaTOMUO3UTa
e 1,09/100 xumn. mymm.

III. luarno3a Ha aBTOMMYHHHMTE MHO3UTH
OnopHu TOYKHM B AMArHo3aTa Ha aBTOMMYHHUS! MHO3HT € YCTaHOBSIBAHETO Ha!

= KiuHu4Ha KapTUHA, MpeAcTaBeHa OT MPOKCHMallHa MYCKYJIHa cIaboCcT WM MYCKYJIHa
cJ1a00CT B paMEHEH M Ta30B I05IC

* VBenMYeHH CEepyMHH HHBA Ha MYCKyJIHHTe eH3umH (KpeaTuH(pochoKkHrHa3a,
JAKTATICXUAPOTEHE3a, aJ0j1a3a)
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= Enexktpomuorpadcku TNpPOMEHH, TPEICTABEHH OT ToNupa3Hu, HUCKOATUIUTYIHU
AKIIMOHHH TOTCHIIMAIIA C KbCa MPOIBJDKATEITHOCT, HAIMYUETO HAa CIIOHTAHHA aKTUBHOCT,
MIPOMEHHU HAaCOYBAIM KbM MHUOTEHHA yYBpeaa

= Jlo3uTHBHUpaHE HaA pPa3IUYHH MHUO3UT-CHEHU(PUUYHA U MHO3UT-aCOLMMPAHU aHTUTENA
(aHTH-CHHTETa3HU AHTUTEIIA, BKIIIOUBAIIM aHTUTENA, HacoueHu cpeiry Jo-1, PL-12, PL-7,
EJ, OJ, KS, Zo, Ha anrturenn, antu-SRP, antu-Mi-2, antu-CADM-140, antu-SAE,
aHtu-p155/140, antu-pl40 (antu-CADM-140), antu-p200/100, antu-MJ (antu-NXP-2),
aatu-PM/Scl, antu-Ku, antu-snRNP, antu-R060, antn-R052)

* XUCTONOTMYHM TPOMEHH B  MaTepual OT  HANpPEeYHO-HAOpa3lIeH  MYCKYII,
XapaKTEePU3UpPaIIN Ce C Bb3NAIUTENIeH HHPUITPAT, CbCTABEH OT MOHOHYKJICAPHU KJIETKH
(mumdpoumnT, Makpodaru, IUIa3MaTHYHH  KJIETKH), MHOQArus, HEKPOTUYHH
pabaomuonuTy, nepudacuukynapaa arpodus, pereHepaTuBHUA MPOMEHHU, 3aMECTUTETHA
¢dubpo3a.

Jlnarno3ata Ha aBTOMMYHHHTE MHO3UTH Ce€ OCHOBAaBAa HA M3MbJIBAHETO HA OMpe/ieieH Opoii
AUATHOCTHYHH KPUTEPUH.

IV. InarHoCTUYHM KPpUTEPUH
Ennu oT chlecTBYBaIIUTE U IBJITO BPEME M3IOJA3BAHU B KJIMHUYHATA IIPAKTUKA KPUTEPUHU TIPU
aBTOMMYHHHUTE MUO3UTH ca Te3u Ha Bohan&Peter ot 1975r., KouTo KpUTEpUH BKIIOYBAT:

1) CumerpuuHa, IPOKCUMAaIHA MYCKYJIHa c1ab0CT

2) TloBuinaBaHe HA CEPYMHHUTE HABA HA MYCKYJIHUTE CH3UMHU
3) Enexrpomuorpadcku mpoMeHH

4) Xwucronornynu Oelie3d XapakTepuU3upalld ce C JereHepaTHBHU, pereHepaTHBHU
U3MEHEHHUs, HeKpo3a, (arouuro3a W MOHOHYKIEAapeH KIeThbueH UWHOUITpAT B
WHTEPCTUIITYMA

5) Tunuyau KOKHHU TposBU mpu JIM, BKIIIOUBAI XeTHOTPOIICH 00puB, manyau Ha Gottron,
cumntoM Ha Gottron;

V. ludepeHunanna 14arHo3a

I[nq)epemmamlaTa AUArHo3a Ha MUO3UTUTE € TBHPJAC INPOKa U BKIIIOYBA:

3a00ss1BaHUs, KOMTO CHII0 MPOTHYAT C MYCKYJIHA CJ1a00CT

Hesponoruunn 3abomsiBaHms Myckysian gucTpoduu — myckyiHa auctpodus tun Becker, Tum
NosC-KpaiiHUK, (acMOCKaIyJI0XyMepaliHa JTUCTPOUs

HepBHo-MycKyJiHE 3a00asBaHus1 — Myasthenia gravis,
MCeBIOMUACTEHEH cuHapoM Tun Eaton-Lambert

IMoMHeBpONATHH — OCTPA BB3NAIUTEIHA JeMUCITHHA3UpAIIa
nosnupaaukyaoHeBponarus tan Guillain-Barre, xpornunu
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MOJIMPaAUKYJIOHECBPOIIaTUHU

HeBpoaerenepaTuBHu 3a00/11BaHUsI — JTaTepaIHa aMHOTPOPHUIHA
ckieposa, [lapkuHcoHoBa OGonect

I[pyl"l/l MHONIATUHU — KOHI'CHHUTAJIHA TIAapaMUOTOHHA, MUOTOHHUYHA
I[HCTpO(l)I/Iﬂ, XUIIOKAJIMEMHUYHA U XUIICPKAJIMCMUYHA ICpUOANYHA

napanmsa

CnunajaHa MycKyJHa aTpodus

JlexapcTBO-HHIYLIUpaHU
TOKCHYHHA MUOTIATHHI

u

JlekapcTBa - cratunu, pudparu, Zidovudine, 6apouryparu,
MeHHUIIMIaMIH, KopTukocTepouan, Chloroguine, Colchicine, conu
Ha 371aToTO, antuaenpecanty (SSRI), antuncuxoruiy,
cyadounamuu, Cyclosporine, Cyclophosphamide, Hydralazine

ToKCHMHM — aJIKOXOJI, KOKaWH, MECTUITAIN

EnnoxkpunHY 1 METaOOIUTHH
MHOIIATUU

EnjokpuHONaTHH — XUTIOTUPEOAU3BM, XUTIEPTUPEOAUIBM,
XUIEPKOPTULU3BM, XUIIOKOPTHLIHU3BM, aKpPOMETaIus,
XHUIIOApaTUPEOIU3bM

EJIeKTpOJ'[I/ITHH HApYIIEHUA — XUIIOKAJIMEMU, XUTICPKAIIUCMUA

MeTa60MTHU HAPYIIEHUS] — KyMYJATUBHU TJIMKOTEHO3H,
KyMYJIATUBHHA MYKOJIMTIJIO3H, YPEMUSI, Y4epHOApOOHA
HEJOCTaThYHOCT, NeUIHT Ha BUTamuH J{, ButamuH E,
MaTabCOpOIIMOHEH CHHAPOM

Nndexnun

OcTpu BUpPYCHH HMHG(EKIMM — TPUIl, Haparpurl, aJcHOBHPYCH,
KokcakuBupycH, Epstein-Barr supyc, Xenarut B, C, HIV

Baktepun — cenTudyeH MHO3UT (CTA(QUIIOKOKH, CTPENTOKOKH,
Clostridium perfringens), Mycobacterium tuberculosis

IMapasuru — Toxoplasma, Trichinella, Schistosoma, Cysticercus

B nudepenunanHo-quarHocTUyeH MiaH TpsAOBa JAa ce uMar MpeABU/ U Pa3IMYHU PEBMATUYHU

3a60J'I$IBaHI/I$I, mpoTH4damy ¢ KIMHWYHa KapTuHa HOI[O6Ha Ha Ta3u IMPpU MUO3UTUTC — MYCKYJIHA

¢i1a00CT, MUAIITHH.

Jlpyru peBMaTH4YHHU 3200/1BaHMs, IPOTHYAIIM C MYCKYJIHA €1a00CT, MUAJTHH

Cucremuu 3a00J11BaHus Ha
ChEAVHUTEIHATA THKAH

CucreMeH Jynyc epuremMarogec

IIporpecuBHa cucTeMHa cKJIepo3a

Hpnnoxpm;amn CHHAPOMM — QAHTUCHUHTETA3€H CHHIPOM,
MTOJTUMHUO3UT/ CKIICpOACpMHs CUHAPOM

Backyautu, noniuapTepuMTHC HO032

MeKOThKaHHH PEBMATHYHU
3a00JIsIBaHUS

Hoanmuaarus peBMaTuka
POudpomuanrus/Pudpozut/MuodacunaneHn 00JK0B
CHHIPOM
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IaauHAPOMHUYEH PEBMATH3BM

Bramanurenno-crasan 3ab6osBanus | Boaecr na Still (cucremna ¢popma Ha peBMaTOMIEH apTPHT)

VI. JleueHne Ha aBTOMMYHHUTE MUO3UTH

[lenTa Ha JIEYEHUETO € TIOCTUTaHEe HA PEMHUCHS U MAaKCHMAJIHO JIBJITO BpeMe MOUIbPKaHe Ha Ta3H
pemucus. Ha nacrosmm eran Hama mpueru mpernopsku ot EULAR (The European League
Against Rheumatism) u ACR (American College of Rheumatology) 3a neucnue Ha
ABTOMMYHHUTE MHO3HTH.

1. T'IIOKOKOPTHKOMIMTE Ca Tepanus Ha IbPBH U300p B JICYCHUETO HA aBTOMMYHHHTE
MHO3UTH. BBIpeku Jmrcata Ha KOHTPOJIMPAHW KIMHUYHU M3MUTBAHUS Pa3IUYHH
aBropu mpenanoiarar, 4e 'K ca Haii-eeKTUBHOTO CpEICTBO 3a JICUCHHE Ha
JEPMAaTOMHO3UT M NOJIUMHO3UT. HauanmHara mo3a u meTs Ha mpuiarane Ha ['K ce
ompezeast OT TEXeCTTa Ha 3aboisiBaHeTO W Opos (hakTopw, CBBP3aHH C JIOIIA
nporHo3a Ha Oosectra. Haii-uecto B KIMHHMYHATa MpakTHKa ce 3amo4yBa ¢ 1-2
mg/kg/mueBHo. B ciiyuanTe Ha TEKBK MHO3UT, NMPH HAJIMYHETO HAa O€I0apOOHH,
ChpIICYHM W TAaCTPOMHTECTHHAIHU NpOsiBM ce mnpuiara myinc tepanus ¢ ['K
1g/nHeBHO/BeHO3HO B TpH mocienoBarenHd JgHH. Cropen KIMHUYHHS — OIUT
mbppBoHavanHara f03a ['K ot 1-2 mg/kg/nueBHo TpsibBa na ce mpuiara nose 1 mecery
WIK 70 HOpMaJM3HpaHe CTOMHOCTUTE Ha KpeaTnH(OochOKHHA3aTa, Cle] KOETO Ce
HamasiBa jo3ata Ha ['K ¢ 25% mecedHo /10 jocTurane Ha nojyibpikaiia jg03a ot 5-10
mg/nueBno. IIpoabiokuTenHocTTa Ha momabpkamiara 'K Tepamus ce ompemess
WHIUBHUIyaTHO, KaTO CIIOPE HAKOW aBTOPH TPsiOBa Ja ce MPOIBIDKU MOHE 6 Mecela
Clie]l TIOCTUTaHEe Ha KIMHUYHA PEMHCHSI.

= Methyprednisolone (MKB M33.0, M33.1). Ciopen KpaTkaTa XapakTepUCTHKa Ha
npoaykra Metheylprednisolone e mokasan 3a jedeHne Ha KOJareHO3u, KOHKPETHO
CHCTEMEH JIePMATOMHUO3HUT, 10 BpeMe Ha eK3arepOarusi WK KaTo MOIbPKAI0
nedenue. JlekapcTBeHuTe (HOpMH, MPUCHLCTBAIIM HA TTa3apa B HAIIaTa CTPaHa ca:
- amITyIiu ¢ TMO(HUITN3aT 32 MHXKEKIIMOHeH pa3TBop — 6.31 mg; 15.78 mg; 40 mg;
125 mg; 250 mg; tabnerku 4 mg;

= Prednisolone. Cnopen kpartkara xapakTepucThka Ha npoaykrta Prednisolone e
MOKa3aH 3a JICYUCHUEe Ha CUCTEMHH 3a00ISIBAHUS HAa ChEAMHHUTEHATA ThKaH, CPeJl
KOWTO U MHO3HUTHTE — MOJMMHO3MUT U JepMaroMuo3ut. Prednisolone mpuchcrsa
Ha nasapa nox gopmara Ha: TabieTku 5 mg

= Dexamethasone (Prednosolone F). Crnopen kparkaTa XapakTepHCTHKa Ha
npoxykra Dezamethasone e mokaszaH 3a Je4eHUE HAa CUCTEMHH 3a00JsIBaHUS Ha
ChEJIMHUTENHATA TbHKaH, CpeJ KOUTO ¥ MHO3HTHUTE — MOJMMHUO3HT W
nepmMatoMuo3uT. JlekapcTBenute (opMH, NPUCHCTBAIIM HA Ma3apa B Hallata
cTpaHa ca: Tabnerku 0.5 mg
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Prednisone (Dehydrocortisone). Cnopen KpaTkaTa XapakTepUCTHKAa Ha
npoaykra Prednisone e mokasaH 3a JiedeHHE Ha CHCTEMHH 3a00JIsIBaHHs Ha
ChCIMHUTEIHATA THKAaH, Cpel KOUTO W MHO3UTHTE — [OJUMHO3UT H
nepmaromuo3ut. Prednisone mpuchcTBa Ha masapa 1moj Gopmara Ha: TabnIeTKH 5
mg

2. HmyHocynmpecMBHH cpelcTBa

HpI/IJIaFaHCTO Ha HIMYHOCYIIPECHMBHH CpC€ACTBA MLCJIM IIOCTUTraHE Ha HO'I[O6’bp

TCPAINICBTUYCH OTIrOBOpP W HaMaIABAHC Ha CTpaHUYHU e(i)eKTI/I MPUIUHCHU OT

KOPTUKOCTCPOUIUTC.

Metotrexate e umyHOCynpecop Ha MbpPBH H300p Mpu OOMHU C aBTOMMYHEH
muo3uT. Edekrhr HacTpnBa Mexay 27" u 3™ Mecen. B kimHHYHATa IPAKTHKA Ce
3amouBa ¢ no3a 10-15mg/ceamuyno, ¢ MoBUIIaBaHE Ha jo3aTa ¢ SMQ/ceIMUYHO
0 JIOCTHMTaHe Ha MackuMmanHa no3a 25-30mg/cenmuuno. EdexTtuBHOCTTA Ha
MeTtoTpekcar cpen OONHHM C aBTOMMYHEH MHO3HMT € JOKa3aHa B KOHTPOJIMPAHU
KIMHAYHK TIpOyYBaHWs. B Hamara cTpaHa CHUCTEMHUTE 3a00JIsIBaHUsI Ha
ChCIMHHUTEIHATA ThKaH, KOHKPETHO aBTOMMYHHUTEC MHO3UTH, HE Ca BKJIIOYCHU
KaTo TEpalleBTHYHO IIOKAa3aHUE B KpaTKaTa XapakTEpUCTHKA Ha mpoaykra. MTX
MPHUCHCTBA Ha ma3apa mox Gopmara Ha: Tadbnetku 2.5 mg; 5 mg; 10 mg; pnaxonn
3a mapenTepanto npuiaoxenne 50 mg/s5ml; 1000 mg/10ml

Azathioprine e epekTuBeH pU KOPTUKOCTEPOUI-PE3UCTCHTHH OOJTHH C MHO3UT,
KaTo OTrOBOPBT HACTHIIBA MO-0aBHO B CpaBHEHHE C MpHiIokeHHero Ha MTX.
JNlaeBHata edexktnBHa Jgo3a ¢ 150-200mg/mueBHo. EdextuBHOCTTA Ha
AzatuonpuH cpe O0JHM C aBTOMMYHEH MHO3HUT € J0Ka3aHa B KOHTPOJIHMpAHU
KIMHUYHM TpoyuBaHus. B Hamara cTpaHa CHUCTeMHUTe 3a00isgBaHUs Ha
CbEJMHMUTEHATA TbKaH, KOHKPETHO MOJUMHO3UTH, Ca BKIIOYEHH KaTo
TepareBTUYHO MMOKa3aHHEe B KpaTKaTa XapaKTepUCTHKa Ha IPOAYKTa A3aTHONIPHH.
[IpenopbunTenHaTa AHeBHA 1n03a ¢ Mmexnay 1-3 mg/kg/mHeBHO. A3zaTHONpuH
MPUCHCTBA Ha Tazapa nmoa popmata Ha: Tabietku S0 Mg

Mycophenolate mofetil e npunaran npu manku rpynu 6oiau ¢ 'K pesucrenten
MOJMMHO3UT/AEPMAaTOMHUO3UT, ClleJl Heyclex OT Tepamuara ¢ Mmetotrexate u
azathioprine. 3amouBa ce aBa mbTH JHEBHO mo 500MQ, ciex KOeTo jgo3ara ce
rouniaBa Ha 2 I'bTU JHEBHO IO 1Qgr miom 2 gr. B Hamara crpaHa cucteMHUTE
3a00JsIBaHMs Ha ChEAMHUTEIIHATA ThKaH, KOHKPETHO aBTOMMYHHUTE MHO3UTH, HE
ca BKIIIOYCHHM KaTO TEpANeBTUYHO TOKa3aHWE B KpaTKaTa XapaKTepUCTHKa Ha
npoaykta Ha mycophenolate mofetil. Mycophenolate mofetil ¢ na mazapa mon
¢dopmara Ha Tabnerku 250 mg; 500 mg
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= Cyclophosphamide e edekTuBeH mpu OOJHH ¢ BACKYJIUT W HHTEPCTHIIMAIHO
0enopoOHO 3ab0sIsBaHe, pa3BUIIM CE B X0/l HAa aBTOUMYHHHUSI MUo3uT. [Ipuara
ce B 103a 1-2 mg/kg/auesHo mwm 600 Mg/M?® BeHO3HO B €KEMECEUHH ITyIICOBE, 3a
6 mecena. B Hamiata crpaHa CHCTEMHHUTE 3a00JIIBAaHUS HA ChCIUHUTEITHATA
ThKaH, KOHKPETHO aBTOMMYHHHMTE MHO3UTH, HE Ca BKIIOUYEHH KaTO TEPAIICBTHYHO
MOKa3aHUe B KpaTKaTa xapakTepucThka Ha mpoaykra Ha Cyclophosphamide.
Cyclophosphamide npuchcTBa Ha Hamus nasap moxa Gopmara Ha: TadieTku S50
mg, dbaaxkonu 200 mg; 500 mg nmuoduan3aT 3a HHKEKIIMOHEH PA3TBOP.

= Hydroxychloroquine, Chloroquine. B koHnTpoiupanu KIMHUYHU NPOYYBAHUS ©
JOoKa3aHa e(QEeKTUBHOCTTa INpH OONHU C JEPMAaTOMUO3UT, TYMOpP-aCOLMHpPaH
JA€PMATOMHUO3UT, KAKTO U MPH NALUCHTH C ICPMATOMHUO3UT 0€3 MUO3UT I CaMO
HaJIM4YMe Ha TUIOMYHUA KOXKHHU Jie3uu, 0e3 MyckynHa cnaboct. B Bbarapus e
peructpupan Chloroquine, karo B kpaTkaTa XapakTepUCTHKa HA MPOIYKTa HE €
BKJIFOYCH aBTOMMYHHHS MHO3HT KaTO TEPANleBTHYHO [OKA3aHUE.

3. buonornyna tepamusi. UuTtpaBenosnure umyHorodoyaunu (IVIG) cbabpixar

IgG AT ot Bcuuku cyOkimacoBe. OnrcaHu ca JBa OCHOBHM MEXaHHU3Ma Ha JICHCTBHE:
oOpa3yBaHe Ha HIAMOTHUII-AHTHHIMOTUIIHK MPEKH W OCBIIECTBABAHE Ha T.Hap.
oOpaTHa Bpb3Ka, IIPH KOATO c€ HHXUOMpa CHrHajla B B KieTKuTe, 4pe3 MOTHCKaHE Ha
Fc penenropa (FCR), koiito B3ammozeiictBa ¢ FC ¢parmenta Ha At B IVIG. Karo
pes3yiTar ce MOCTHra MHXHOHUpaHe aKTHBHPAHETO HA KOMILIEMEHTa, KOETO OT CBOS
crpaHa HamansBa HuBata Ha C5b-C9 memOpaHo-aTakyBamust KOMILICKC,
PECIIEKTHBHO OTJIATAHETO MY B KalMJISIPHUTE — OCHOBEH MATOr€HETHYEH MEXaHH3bM
[pU IEPMaTOMHO3UTA.

B uscnenBanute cepur OT OOJHM ca MPHUJIaraHd Pa3InYHU JI030BH PEKUMH — MEXKY
400 mg/kg/auesHo mo 2 g/kg/mHeBHO.

B kparkaTa xapakTepuCTHKa Ha MPOJAYKTa aBTOMMYHHHUST MHO3UT HE € BKITIOYEH KaTo
TEpareBTUYHO TIOKa3aHHe.

HedapmakosiornunuTe cpeacTBa Ha JICUCHHE BKIIOYBAT OOydeHHE Ha OOJIHUS U
pexabunuranusa. PexaOunurtanMoHHaTa mporpama ce OIpeneist Bb3 OCHOBA
KIMHUYHUS CTaJud M TeXeCcTTa Ha 3a0oisBaHeTo. TepameBTUYHUAT TMOAXOJ Ce
ompesiens OT CTENeHTa Ha 0OJIeCTHA aKTUBHOCT U CTETMEHTa HAa ThKaHHO YBPEK/IaHE.

JlekapcTBeHH CpEICTBa, C JOKa3aHa €(EeKTUBHOCT NpU aBTOMMYHHHTE MHUO3UTH, I'bT Ha

MIPUIIOKEHNE U JO30B PEKUM

JlekapcTBeHH NPOAYKTH

II'bT HA IPUJIOKEHHME

Jo030B pexum

Prednisone

IIepopanHo unu BEHO3HO
IPWJIOKEHUE

0.75 — 1 mg/kg/nHeBHO

Methylprednisolone

[IepopasiHO WK BEHO3HO

0.75 — 1 mg/kg/mueBHo
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MIPIJTIOJKEHUE

Benosno npunoxenune Igr 8 100 ml canuHen pa3TBOp, MPUITOKEH
3a 1-2h B 3 mopeanu 1HU
Azathioprine Iepopanto mpunokenue | 2-3 mg/kg/aueBHo, eqHOKpaTHA 1034
Metotrexate IMepopanuo npunoxenue | 7.5-20 mg/cenMuyHO, IPUIOKEH €UH ITHT

B CE€IMHAIATA

MyCKyITHO TPUIIOKEHHE 20-50 mg/ceaqMuyHO, IPUIIOKEH €THH ITHT
B CEJIMHUIIATA

Cyclophosphamide Iepopanto mpunoxkenue | 1.5 — 2 mg/kg/nueBHo
BeHO3HO MPHITIOKEHNE 600 mg/m?/mecedHo B 6 MOpeIHN Mecena
Mycophenolate mofetil IMepopanuo npunoxenue | 1 — 1.5 gr/mHeBHO, MPUITOKEH /IBa TBTH
JIHEBHO
HNHTpaBeHO3HU BeHnosHo npunoxeHue 2 gr/kg, nmpunoskeH 3a 2-5 aHU, €
HMYHOLJIO0YJIMHHU MOBTapsiHE HA Kypca Ha BcekH 4-8 ceIMuUIu
*Rituximab BenoszHo npuiioxxenne 750 mg/m’ Ha 1 u 14 new, kaTo Kypca

MO3Ke€ J1a c€ IOBTOPH Ha 6-9 Mecell

*TIpunarad B MaJKu CEPUH OT OOJTHH.

CUCTEMHH BACKYJIUTHU

I. Je¢pyuunus

CucreMHUTE BAaCKyJUTUTE Ca XETEPOr€HHAa TIpyna KIMHUYHUA CHHJAPOMH C OCHOBHA
XapaKTepUCTHKA Bb3MaJIeHHE Ha chjaoBaTa creHa. [locneaunure oT ToBa Bh3NajeHUE ca ChA0BA
OKIJIY3Us U ACCTPYKIUA, C UCXEMUA U YBPCKIAHEC HA TBKAHUTC U OPraHUTE, C WA oe3 Pa3BUTHC
Ha OpraHHa HEJOCTAaThYHOCT. Pa3nnuaBaT ce 3HAYMTENHO IO CBOSITa €THONATOreHe3a, IO
KJIMHMYHATA CH KapTWUHA U TIporHo3a. Hait-o011o ce paznensT Ha:

* nvpeuynu (MAUOMATUYHU) U émopuynu (TPOsSiBa HA JPYro OCHOBHO 3a00JIsIBAHE WIIU
acoIIMUPaHH ¢ UH(PEKIIUH, yIIoTpeda Ha JIeKapCcTBa WIHM €KCIO3UIIUS HAa IPYTH XUMUYHH areHTH)

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

JIHeC ChIIECTBYBaT MHOTO KJACH(PMKANMH Ha BaCKYJIMTHTE, HO MOPaaH HEIOCTATHYHOTO
[O3HAHWE Ha €THJIOTHMATA M MATOreHe3ara BCE OIIe JIMIICBA TaKaBa, YIOBIECTBOPSABAINA BCHUKH
W3UCKBaHUsA. EQHM OT Hal-NONyIspHUTE KiacH(UKAIMA Ce OCHOBaBaT Ha pa3Mepa Ha
3aCerHaTUTE ChJIOBE, HA 0COOEHOCTHTE B XMCTOMATONIOTUATA, KIMHHIHUTE OCOOEHOCTH, KAKTO U
Ha [bpBUYHKM M BTopuyHH. OduimanHata W Haii-uecTo m3mon3BaHa ¢ Tasu Ha Chapel Hill
Consensus Conference ot 1994 ronuna:

Pasmep Ha cproBeTe IIepBUYHU Bropuunu

I'onemu aprepun I'MraHTOKJIEThYEH aPTEPUNUT Aoptut aconmmpad ¢ PA,
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(aopra 1 HEWHUTE KIIOHOBE KbM
KpaWHWIIN, TJIaBa U TTH)

Aprepuut Ha Takascy

nHpeknn (cudmmc,
TyOepKyIo3a)

Cpennu aprepun
(TMaBHU BHCLIEPATHU apTEePHH)

Knacuuecku PAN
Bonect na Kawazaki

Xenartut B aconuupan
MOJMAPTEPUUTUC HOL03a

Maiku u cpeHu apTepun

I'panynomarosa na Wegener
Cunapom ua Churg-Strauss
MUKPOCKOIICKH MOJTUAHTHHT
TpomOaHTHUT

Backymut npu RA, SLE, PSS
JlexapcrBa
Nudexrmm (HIV)

Mankwu cbJ0Be Henoch-Schonlein purpura JlekapcTBa

(BeHyNH, KanuiIsApy, apTepuoiH, | KprornobyauHeMuyeH Xenatut C uHbEKIHS
MHTPAaNapeHXUMHHU apTEPUATTHU | BACKYJIUT Heommazmu
Pa3KJIOHCHUS) Koxen

JIEBKOLIMTOKIIa3MYECH BACKYJIUT
CMeceHa eceHlIlManHa
KpPUOTJIO0YTHHEMUS

II. Backy/JHuTH HA roieMHUTe ChA0BE

KbM Ta3zu rpyna cnajnart ABe HO30JOTUYHU €JUHHUIM TMTAHTOKJIETHYHUAT apTepuut (OojecT Ha
Horton) u aprepunt Ha Takayasu. Te 3acsirat rojxeMu ¥ CpeJHH IO TOJIEMHHA ChI0BE, OCHOBHO
aopTata ¥ HEWHUTE IJIaBHU KJIOHOBE, KJIOHOBETE Ha IJaBaTa U FOPHUTE KpalHUIMU, HO CHILIO
Taka U KOPOHapHUTE U OenopoOHUTE apTepun. Mexy TAX ChIIECTBYBAT Pa3jinyMsl, OTHACALIN
ce JI0 Bb3pacTTa Ha OOJIHUTE, NPEIUIEKIUATAa HA ChA0BOTO YBPEXkK/1aHe, KIMHUYHUTE MTPOSBU.

I'nranTokyierbueH aprepunt (boJect na Horton)

I'uranroknerpunusat aprepuut (bomect Ha Horton, GCA) e apTepuut Ha aopTara W TJIaBHUTE i
KJIOHOBE, OOMKHOBEHO TPAHYJIOMAaTO3€H, C MPEAUICKIIUS KbM €KCTpaKpaHHATHUTE KIOHOBE Ha
KapOTUJIHUTE apTepuul M BepTeOpalHuTe apTepuu. YecTo 3acsra TEeMIIOpaTHUTE AapTepHH.
Hawanoro o6wuaiino e mnpu mnanueHTH Haa S50 TOAMHM M € acolMHpPaHO C peBMATHYHA
nomumuanrus (PMR), kolTo mpencTaBisiBa KJIMHHUYEH CHHIPOM Ha 0OJIKa M CKOBAHOCT B
pameHeH u Ta3oB mnosic. Moxe na uma PMR u 6e3 Hannunero Ha GCA. PaznpoctpanenueTo Ha
OoJiecTTa HApacTBa ¢ Bb3PaCTTA.

Haii-uecto ce manudectupa mexnay 65 u 75 roguHu, Kato *eHuUTe OOseqyBaT JBa IbTU IO-
yecto. Haif-ronsima e uectorata B CeBepHa EBpona u no CpenuzemHomopueto (20-30 601HM Ha
100 000 Hacenenwue).

Jluarnozara ce moctaBsi criopen kiacudpukanmonnure kputepun Ha ACR (1990r), xaro ca
HEOO0XOAMMU TOHE 3 KpUTEepus:

* Bw3pact >50 roxa.

* HoBoBB3HUKHAIO I11aBob0INE
* boJika ¥ 4UyBCTBUTEIHOCT B TEMIIPAJIHATA apTEPUS

89



* CYE >50 mm.
* XHCTOJIOTUYHO BepI/I(l)I/II_II/IpaHe Ha qjuar"so3ara
3a TmocTaBsgHe Ha Juar"ao3ara C€ H3I0J3BaAT pas3/IndiHU O6paSHI/I Hn3CjIcaABaHusA C BHCOKa

CCH3UTHBHOCT M CHEUU(UYHOCT: MArHUTHOPE3OHAHCHO W3CJICJIBAHE C KOHTPAaCT Ha
TEeMIopaiiHata  apTepusi,  aHruorpadus  Ha  aopTHaTa  JAbra M KIOHOBETE,
KOMITIOTEpHOTOMOTpadckara anruorpadus. B muoro ot cmygaute Jomnep ynrpacoHorpadusra
CBHIIIO MOXe J1a Ob1e nHPOpMATHBHA.

Jleuenue

TepaHGBTI/I‘-IHI/IﬂT moAXoJ BKJIIOYBA aJITOPUTHM HaA MOBCACHUEC NP TMTAHTOKJICTBYHUSA apTCPUNUT

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

KiTr040oBY KIIMHUYHU MPOSIBH:
e HoBomosiBuIIO ce 0CTpoO riaBodosne
BonesneHoct Ha ckanmna
Krnayaukariio Ha JOJTHATa YEIOCT
3pUTEIHU HAPYLICHUS, AUTUIONHNS
CUMITOMH, XapaKTEPHH 32 MOJIUMHUAITHUS PEBMaTHKA
YnrbTHEHUE, 00JIE3HEHOCT 0 X07a Ha a. temporalis
superficialis
A

3ano4BaHe Ha KOPTUKOCTEPOHTHO JICUEHHUE:

e Heycnoxuenu ciyuau — 40 mg prednisolone (6e3
3pUTEIHN HAPYIICHHS WIN KJIayIUKalHo Ha J0JTHA
YEJIOCT)

e  VYcioxaeHH ciaydan - 60 mg prednisolone (3purenHn
HapyLICHUs, KIIayAMKauo Ha TOJTHA YENIOCT)

e  Aspirin 75 mg/qHeBHO U IIpH ABETE TPYIIH, aKO HE €
MPOTUBOIIOKA3aH

Bbonnus ce HacouBa 3a:
e buorncus Ha a. temporalis superficialis
e  HeBpo-odranMonorudHo u3ciienBaHe

(+) pesyarat ot duoricus (-) pesynrat ot OuorcHst

Teparmﬂ 3a npeArna3BaHe Ha KOCTUTC

v

IMocTeneHHo HAMAJIABAHE [103aTa Habmoznenue ot Hadmonenue ot

Ha KOPTUKOCTEPOUA CIIe cnenuaamncr crnequaIncT

MOCTUTaHe Ha KOHTPOII HA e Kymuuunu nannn e  KimHn4Hu naHHH
GoslecTTa BHCOKO CYCIIEKTHH HHCKO CYCHEKTHH
MouuTopupaHe Ha: e V3/l-nannu 3a FKA e  ATUNMYHY KJIWHAYHH
BoJsiecTHaTa aKTUBHOCT — PEJIAICH, e VchoxHEHHs, HpOSBH

3acsraHe Ha TOJIEMH KPHBOHOCHH xapakTepHu 3a ' KA e  VYcraHOBsIBaHE Ha
CBIIOBE (Ipesen ucxeMuueH JIPYTH OPUYMHH,
VeioKHEHHATA, CBBP3aHHU € ONTHYEH HEBPUT) 00sCHABAIH
KOPTHKOCTEPOMIHATA TEPAIIUS KIMHAYHUTE TPOSBU

(HOBI/IHICHI/IC Ha TCrjiorTo,

(pakTypH, MOBUIIEHO KPHBHO

HaJIAraHe, NHCYJIMHOBA Hamanssa ce J03aTa Ha

PE3UCTEHTHOCT, KaTapakTa, KopTuKocTepouaute ( Ha 2
TJIayKkoMa, IOBUIICHU! JIMITUAN B CG,HMI/IIII/I)

cepyMa, KOKHHU IIPOMEHH) JlekyBa ce alTepHATUBHOTO
3abossiBaHe

JlekyBar ce kakTo 1pH (+)
pe3yaTar ot Ouorcus




Mocaennure npenopbku Ha EULAR ot 2018 r gaBat npeaumcrBo Ha Y3/l AuarHocruka
KATO MO-IIA/SIA MAIMEHTA U MKOHOMUYECKH ONpPaBJIaHAa B CPaBHEHHE C OMONCHUATA NPHU
nanueHTH cycnekTHU 3a 'KA. PaHHOTO MOTBBp:KIaBaHe WJIH U3KJIIOYBAHE HA IUATHO3aTa
I'KA e oT cbllecTBeHO 3HAUYEHHUE 32 NMPEBAHTHPaHe HA YCJOKHEHHMSATa Ha 3a00/19BaHETO
WIK OT HEHYKHOTO JeuyenHue. OOpa3HOTO u3c/jeaBaHe TpsAOBa aa Objle H3BBLPIICHO
Bb3MOKHO Hali-paHo (B paMKuUTe Ha CceAMHUIA), 3amoTo npuio:xkeHuero Ha KC
KOMIIPOMETHPA YYBCTBUTEJIHOCTTA HA U3CJIeABAHETO.

IIpenopbkure BiawuBar ome: 1. [lpu naunentu cycnektnu 3a 'KA ce npenopbsuBa paHHo
U3M0JI3BAHEe HA HAKOH OT o0pasHuTe MeToaM 3a AuarHoctuka. 2. Ilpu nanuenTn, c
KJIMHMYHA KAPTHHA U + HaX0JKa 0T 00pa3HOTO M3CJeBaHe, MOXKe /1a ce OCTABU JUATHO3a
I'KA, 0e3 nonmbJHUTEJHM H3cCjaeABaHMs (apyro odOpa3no ujm Ouomncusi). 3. Y3 Ha
TeMIIOPAJHA + aKCWIApPHA apTepUMH ce Mpenopb4Ba NPH NALMEHTH, NPH KOUTO Cce
noao3upa kpanuajien 'KA (“xano”- xapakrepna naxoaka). 4. MPT ¢ Bucoka pe3osonus
HA KpPaHUAJHUTE apTepHMH MOKe Ja Ce H3M0J3BAa Karo ajarepHaruBa Ha Y3/l npu
auarHoctunrpade Ha I'KA. 5. KT u PET He ce npenopb4Bar 3a OlleHKA HA Bb3IaJEHUETO
Ha kpaHuaJHute aprepuu 6. Y3, PET, MPT, u/usmm KT ca noaxoasiiu 3a ycTaHOBsIBaHe Ha
HHTPAMYPAJHO Bb3NajleHHe M/WJIM HAa NPOMEHHMTe B JIyMEHAa HAa eKCTPaKpaHHAJIHHTE
aprepun npu auarfocruuupade Ha I'KA. Y3]I e ¢ orpannyeHn Bb3MOKHOCTH IIPH OlleHKA
Ha aoptut. 7. lIpu nanueHTn ¢ BackyJauT Ha rojgemurte aprepud MP u KT anrnorpadus,
KAaKTO U Y3 Mo:Ke 12 ce U3IM0J3BaT 32 MOHUTOPHPAHE HA CTPYKTYPHUTE YBPeAH, 0CO0EHO 3a
YCTAHOBSIBAaHE HA CTEHO3W, AMJIATALMH, aHeBPpU3MHU U Apyru. 8. O0pa3HOTO M3C/IeaBaHe
TpsiOBa Ja ce M3BBPIIM OT O0y4YeH CHEeHHAJMCT, ¢ MOAXOAAII0 O000pyABaHe W MPH
noaxoasimm yciaosus. Hane:xkanocrra Ha o0pa3HOTO H3cielBaHe MoOKe Ja ce Mmoaodpu ¢
AONBJIHUTETHHN 00y4eHusl.

1. KopTukocreponau

OcHOBHO CpCACTBO 3a JICUCHHUC TIPpHU BACKYJIUTUTC Ha TOJCMUTC CHAOBEC U pPEBMAaTUYHATA
NMoJIMMUAJITUA Ca KOPTUKOCTCPOUAUTE. CUMIITOMHTE OOMKHOBEHO 3aIl04BaT Jda CC IIOBJIMABAT
OTYETIUBO 3-4 JAHU CJIC 3all0YBAHC HA TCpaIruvgTa.

ITpu HeycnoxeHu ciydan (0e3 3pUTETHH HapYIICHUs U KJIayAMKalMo Ha JI0JTHA YEJIIOCT) J103aTa
Ha rmokopTukoctepoumure € 0,75-1 mg/kg B mpoawsmkenue 4 cenMuId, el KOeTo 1o3ara ce
HaMaJisiBa MOCTENIEHHO CIOPE CTOMHOCTUTE HA MPOBB3NAIUTEIHUTE TOKA3aTENN U KIMHUYHNATE
IIPOSIBU.

3a peBMAaTH4YHATA NMOJIMMUAITUS HAYAJIHATA 1034 00MKHOBEHO ¢ To-Hucka 20-40 MQg OHEBHO.
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[TanMeHTHTE CHC CHIOBH YCIIOKHEHHUS 3alo4yBaT JICUEHHUETO ¢ Mo-BUCOKH no3u 100-120 mg
methylprednisolone (MKb M30.0) u nync tepanus c¢ methylprednisolone 1 g B 3
IIOCIC0BATCIIHN AHH, CJIICA KOCTO €XKEMECCUHO.

[IpoabmKUTETHOCTTa HA JICUEHHETO € OKOJIO 2-3 TOAWMHU, KaTo Mexay 25-65% mnomydaBar
penarnicu cien cnupane Ha ['K neyenue.

Axo HIMa IIPOTHUBOIIOKA3aHUA CE€ MPEMOPBHUBA ITPUTOKEHUCTO HA HUCKA 1034 AaCIIMPHH OT 75 mg
JHCBHO KaTO aHTHArp€raHTHO CpCaACTBO, CI/IFHI/I(bI/IKaHTHO HaMaJisiBa 3pUTCIIHUTC CMYIICHUA.

2. UmyHocynpecuBHA Tepanusi

OT BcHUKHUTE UMYHOCYNpecopHu OnarompusiteH edekr e mokazan camo MTX B mo3za 15-25 mg
cenmMuyHo. EQeEKkThT € yMmepeH, HO momMara Karo aJlOBaHTHA Tepanus 3a HaMalsiBaHe Ha
4eCTOTaTa Ha CBbP3aHUTE C TIIFOKOPTHKOMIHOTO JICYCHHE YCI0KHCHUSL.

Tommmzymad (M31.5, M31.6) 3a TOAKOXKHO TPWIOKEHHE € TOKa3aH 3a JICYCHHWE Ha
ruranTokierbueH aprepunt (I'KA) npu Bp3pacTHn nanmentu. [IpenoprunTennara 103UpoBKa €
162 mg MoIKOoXKHO BEIHBXK CEIMUYHO B KOMOMHALUS C KYPC TIIFOKOKOPTHKOUIU C TIOCTEIICHHO
HoHIWKaBaHe Ha gos3ara. Tocilizumab moxe na ce uW3MON3Ba CaMOCTOSITENHO — CJE
IPEyCTaHOBSIBAHE Ha TITIOKOKOPTHKOUIUTE.

Momnotepanus ¢ Tocilizumab He TpsiOBa aa ce u3mos3Ba 3a JieUeHHe Ha OCTPU PELH/IHBH.

[Mopanu xponuunoro ectectBo Ha ['KA, neueHue ¢ NpoaABIKUTEIHOCT MOBEYE OT 52 CEAMUIIU
TpsOBa J1a ce PbKOBOJIU OT aKTUBHOCTTA Ha 3a00JIIBaHETO, MPEIeHKaTa Ha JieKaps U u30opa Ha
MaLUEHTA.

Pesynratutre ot omutute na ce KoHTponupa Ooinectra ¢ anti-TNF nekapcrsa (Infliximab,
Etanercept, Adalimumab) ca cuiHO npoTHBOpPEYHBY 1 TIOBEYETO MOKA3BAT JIHIICA HA €(EKT.

Pesynrature OT JBe HEOTHAABHSIIHUA PAaHIOMHU3UPAHH, JBOWHO-CIIEIH, IUIAalie00 KOHTPOIHPAHH
NpOYYBaHHs C AHTU-MHTEPIICBKUH-O MOHOKJIOHANIHOTO aHTHUTsUI0 Tocilizumab moka3sar, ue
Tocilizumab e epuxacen 3a HHIYKIHS ¥ MO IBbPKaHE HA peMucus ipu naiueHTd ¢ ['KA.

AKO ca HaJuIle TeXKKH CTEHO3W C HapylieHa (YHKIUS Ha 3aCeTHATUTE OPTaHH € HeOOXOIUMHU
XHPYPru4Ho jedyeHue. [TocTaBsHETO Ha CTEHTOBE € ¢ J0Opa ABITOCPOYHA MPOTHO3A.
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Takayasu‘s Arteritis (Apreput Ha Takayasu)

ApTEpUHUT, YECTO TpaHyJIOMaTO3€H, NMPEHMYIIECTBEHO 3acsArai] aopTaTa W/WiId TJABHHUTE W
kioHOBe. Havayoro oOukHOBeHO € mpu Miaau >keHu mon 50 roxa. Bb3pact. Haii-romsima e
yecTroTata B janeyHusT M3tok, kpaero decrorara € 4.2 va 100 xwi. 3a EBpona dectorara €
0,26-0,64 ma 100 xuJi1. HacegeHHe.

JlnarHo3ata ce ocTaBsl IPU HAJIMYKME HA 3 OT CIEAHUTE KPUTEPUU:

* Bp3pact < 40rox.

* Kimayaukaiuo Ha TOpHU KpanHULIA

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

* AHruorpad)cKy HapyIueHus.

Haii-ronsima CTOWHOCT 3a IMOCTaBsHE HA JMarHo3ata MMa apTepuorpadusita, KOSTO IOKa3Ba
3alylBaHe, CTECHEHHE, HEPAaBHOCTH Ha apTepusrTa, KakTo W aHeBpusMmu. [ludepeHnmanna
JIMarHo3a Ce MpaBH ChC 3a00JIABaHUS, KOUTO 3acsiraT aopTraTa M IJIABHUTE W KIOHOBE WM
0eIIoAPOOHUTE apTEPUH.

Jleuenue
1. [IspBa TMHUS HA JICUEHHE Ca KOPTHKOCTEPOUINTE

B nauanoro 6onnute momy4yaBar Methylprednisolone 1 mg/kg nueBHo 3a mbpBuTEe OT 1 10 3
Mecela, ¢ MocieIBallo MOCTEIIeHHO MOHMKEeHHE Ha jo3aTta. OT ToBa jeuenne mexay 60 u 80%
oT OONHUTE BIU3AT B pemMucusi, kato 50% momydyaBaT peluanuB Ha OOlecTTa.

2. KomOuHupaHa Tepanusi ¢ HUMYHOCYIPECOPH Ce TpuJiara MpH MalnyueHTH ¢ TeXKKa 0oJIecT Wi
KOrato HE MOXXE 1a 6’I)I[e IMOoCTUTHATA pEMUCHUSA CaMO C OIITUMAIHHA 103U KOPTHUKOCTCPOU UJIN HE
MOKC a C€ HaMaJIi J03aTa Ha KOPTKOCTCPOUIUTC oe3 Aa CC€ aKTHUBHUpaA 6onectra.ToBa ca
Methotrexate, Cyclophosphamide, Cyclosporine, Azathioprine.

Methotrexate ce mpuiara B 103a 15 Mg BeaqHBX CeIMUYHO, C YBEJIMYaBaHe Ha J103ara Jio 25 mg
CEIMUYHO.

Cyclophosphamide e nekapctBo ot BTOpa juuus cien Methotrexate. Msmomnssa ce B go3a 2-3
mg/kg nHeBHO Witu o hopmara Ha IyJIC Tepanuu Mo 1 gr BeIHBK MECEUHO.

Cyclosporine B mo3a 1-3mg/kg nuesHo.

Azathioprine ce u3mos3Ba npy MalMEHTH, IPH KOMUTO HE MOrat aa Obaat jekyBanu ¢ MTX wiun
KOHUTO Ca MOJYYHIN peruauB cien jgeueare ¢ MTX B mo3a 1-2 mg/kg naeBHO.
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ITpu pedpakrepuute ciydan morar ga Owaar uznonsBanu anti TNF mekapcrBata. Onut uma u
¢ Etanercept u Infliximab, xouro B moBeue or 80% BOAAT A0 peMHUCHS WM MMOAOOpPCHHE U
MO3BOJISIBAT CIIMPAaHE Ha TIIIOKOpPTUKOCTepouanuTe. KaTo anrtepHaTHBa ca M3MOJI3BAHH YCICITHO
Y MHXHOMTOPH Ha MHTepJeBKUH-6 Tocilizumab.

Heo0XxoauMo € NOIMBJIHUTENHO JICYCHHE Ha YCIOKHEHUSATa Ha 0oJecTTa, KaTo OCHOBHOTO €
apTepHaJHaTa XUIEPTOHUS W WCXCMUYHUTE CHOUTHS, BCIICACTBHEC HAMAJICHHAT KPHBOTOK B
CTECHEHUTE y4acThIIM. Y CTAHOBECHO €, Y€ MAIlMeHTHTE C apTepuuT Ha Takayasu ca ¢ BUCOK PHCK
oT oOpa3dyBaHE Ha aTEPOCKJICPOTHYHHU IUIAKH M C(PEKTHBHHUAT KOHTPOJ Ha TPaTUIMOHHHUTE
PHUCKOBHU (haKTOPH 32 aTEPOCKIIEPO3a € CHIIECTBEH

I11. BackyJuTu Ha cpeHHTE MO rOJIEMHUHA ChA0BE
Polyarteritis nodosa (PAN)

HexpoTusuparlll BacCKyJIUT Ha cpedHume 1O TOJIEMUHA WM MAJKH apTepHH, KOWTO MpoTHYa 0e3
TJIOMEPYJIOHE(PPUT WIIM BACKYJIUT HA apTEPHOIIU, KATWISIPH U BeHY M. HOMO3HUAT noIuapTepur
e psnaka 6onect. Yecrora my e mexay 0.9-7.7 na 100 xun. Cperia ce mo-4ecto B palloHHUTE C
XenatuT BupycHa nHpeknus. HabnronaBa ce npy naueHT BbB BCHUKUA Bh3PAaCTH, HO Hal-4€CTO
Mexay 40 u 60 romuau. PasnnuaBar ce mppBuieH u BropudeH PAN. BropuuHusaT Haii- yecto e
cBbp3aH ¢ Xenatut B Bupycna undexus, mo-psaxo ¢ HCV, HIV, Herpes zoster, Parvovirus19.
ChI10 Taka MOXe J1a ce HaOIrogaBa MpU KapIUHOMHU, KPHBHU 3a00JsBaHUs (KOCMATOKICThYHA
JICBKEMHSI, MUEJIOAUCILIACTHYCH CHHIPOM).

[TaTomopdonornunaTa KapThHa C€ XapaKTepH3Wpa ChC CErMEHTHO BB3MAJCHHE Ha BCUYKH
CIIOEBE Ha Ch/IOBATa CTEHA HA MAJKHUTE M CPETHHUTE MYCKYIHH apTEpUH, KOETO CE OTIHYaBa C
¢ubprHOMIHA HEKPO3a U pa3HOOOpa3Ha KiIeThbUuHA UHUITPALHS.

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

Kputepuit Hedunnnms

1. 3ary6a Ha TerJio ¢ > 4 Kg 3aryba Ha moBeue oT 4 KJ OT Hayanoto Ha 3a00JSIBAaHETO ,
KOETO HE Ce ABJDKU Ha IMeTa WU Ipyru GakTopu

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

3. Tectukynapna 6oka borka niam 9yBCTBUTENTHOCT HAa TECTUCUTE, KOSITO HE CE ABIIKU
Ha MH(QEKIMs, TpaBMa WM Apyra NpUYrdHA

4. Muanrusi, ciaboct Hudy3an muanrum (c M3KIIOYCHHE HA paMEHHUS W Ta30BUS

MOSIC) WM TIOJMHEBPOMATHS, WJIM MYCKYyJHa CJIa0OCT, WU
00JIE3HEHOCT B MYCKYJIUTE Ha KpakaTa

5. MoHO-1IM MOJIMHEBPOIIATHA PazButne Ha MOHOHEBPONATHSI, MHO>XECTBEHA
MOHOHEBPOIIATUS WU TOJIMHEBPONATHUS

6. JlnacTonu4yHO KpbBHO Haisirane | Pa3BuTue Ha XUNEPTOHUS C IUACTOIMYHO KPBBHO HAJSITAHE M10-
mo-Brcoko ot 90 mmHg Brcoko oT 90 mmHg
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7. ToBuriieHa ypest wiu kpeatuaun | [loBumenne Ha ypesta wax 40mg/dl (14.3mmol/l) wiu Ha
kpearuamnna Hax 1.5 mg/dl (132mmol/l), koeTo He ce TbIKK Ha
JISXUPATAIUS HITH O0CTPYKITHS

8. Xenarut B BupycHa nndekims | Hannawe Ha HOSAQ nim antuTena B cepyma

9. Aprepuorpadcku HapyIIEHUS AptepuorpaMa, IIOKa3Bamia aHEBPH3MH WM OKIy3UH Ha
BHCIICpAITHUTE apTEPUH, KOUTO HE CE ABIDKU Ha aTepPOCKIIepO3a,
(puOpo-MycKyTHA JAHCIUIA3US WIA JPYTH HEBB3MATUTCITHU
MPUYVHA

10. buoncmss Ha wMankum WK | XUCTOJIOTMYHM  TNPOMEHH,  IIOKa3Balld  HATW4We  Ha
CpeIHU TO pa3Mep apTepuid, | TPaHYJIOLIUTH U MOHYKJICAPHU KJICTKH B apTepHaiHaTa CTCHA
ChJIbPIKAIIH TOTUMOPPOHYKIICAPH

Jlnarsosara ce mocrtaBs IIpU Haiaudue Ha noHe 3 oT 10 kpurepusi cbec ceH3UTUBHOCT 82,2% u
cnenuduanocT 86,6%.

JudepeHunnHara guarHoza ce MHpaBU OCHOBHO C JPYrdM BacKynuTu, Haii-uecto ¢ ANCA
aCOIMMPAHUTE, KPUOTVIOOYJTUHEMUYHHST BACKYJIHWT, WJIH CbC CHUCTEMHHU 3a0OJsIBAaHHS Ha
CheIMHHUTENHATA ThKaH. CHCTEMHM WHQEKIMH KaTO CHAOKAPIUT WM ICEBJIOBACKYJIUTHU
CHHIIPOMH KaTO XOJICCTEPOJIOBH €MOOJHM, MHKCOM B JIIBO Mpeachpaue, aHTU(OCHOIHUIUICH
CUHJIpOM TpsiOBa J1a ObJaT H3KITIOYCHH.

JleueHneTo € cropell JOKAJTU3ANUATA U TesKeCTTa Ha 00JIECTTa U MPOTHOCTHYHHTE KPUTCPUH
Five Factor Score (FFS). Ilenta Ha J€YCHHMETO € IIOCTUIaHE HA KIMHMYHA DPEMHUCHS U
HOpMAJIM3UpaHEe Ha MApPAKIMHWUYHUTE [OKa3aTelnd W (PYHKIHOHATHUTE TECTOBE 3a OpPraHHO
aHTXUPAHE.

ITpu PAN 6e3 momm iporaoctuanan hakropu FFS=0, medennero e camo ¢ kopTukoctepouan. To
€ JO0CTaTbyHO €(QEKTUBHO U C IMO-MaJKO CTpaHW4YHM edektu. [Ipu Hanuuue Ha Jomun
MPOTHOCTUYHH (DAKTOPU WM HEIOCTATHYCH €(PEKT OT CaMOCTOSTEIIHOTO TITFOKOKOPTUKOUTHO
JedeHue ce 100aBs MMYHOCYTIPECHBHA TEPAITHsL.

FFS=0 I'K camocTodTenHo, NpOABKUTENIHO 3a HE NO-MaJIKO OT 12 mecena
FFS>1 I'K + nuxnodochamua B KoMOMHAIUS 32 IOCTUTAHE HA PEMUCHS

(MuHEMYM 12 Mecena) 3aMEHEH OT JIPYTH, IT0-MaJIKO TOKCHYHU
UMYHOCYIIPECOPH 3a MOUIBPKAHETO i (a3aTHONPUH, METOTPEKCAT)

[Mpu OonmHUTE C TMOJHAPTEPHUHUTHUC HOM03a KOPTHKOCTEPOUAUTE Ce€ 3alo4yBaT B J103a
methylprednisolone 1mg/kg nHeBHO, npu TE3U ¢ TEKKU CUCTEMHHU MPOSBHU CE TPUIIAra U IMyJIC
Tepanusa ¢ mo lgr B 3 mopemHW OHM, Cled KOETO BEIHBXK MecedHo moa (opmara Ha
uHTpaBeHO3Ha MHQY3us. Korato ce Hopmamm3upar nposb3naiaurennure nokasarenu (CYE, C
pPEaKTUBEH MPOTEMH) M C€ MOJO0pH KIMHUYHOTO CBHCTOSHUE Ha TMaIMeHTa, KOeTO CTaBa
OOMKHOBEHH 3a 3 CeJIMUIIM MOXE J1a 3alI0YHE HaMaJICHHE Ha J103aTa.
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HmyHnocynpecopu

Cyclophosphamide ce mpunara obuuaitno B 103a 2 mg/kg 3a eaHa roavHa B KOMOHMHAIHS C
KOPTUKOCTEPOMIH. TO3M PEXHM € JOCTaThUuHO e(PEKTHBCH M € ChC CPABHUTENHO  HHCKA
TOKCHYHOCT. Haii-uecTure CTpaHuuHHM ePeKTH MpH Te3W OOJHHM ca XEMOPAarH4YHH IUCTHTH,
¢ubpo3a Ha NMKOYHHS MEXYpP, KOCTHOMO3bYHA CYIIPECHs, OBapUaliHa TUCHYHKIIHS, KapIIHHOMH
(MUKOYHUS MEXYp, MATUTHEHH Xemoratuu). ChIIo Taka Cepro3HU WH(EKIMH, 0COOEHO KOraTo €
B KOMOMHAIIMSI C BUCOKH JI03U KOPTHKOCTEPOUIH.

Azathioprine, Methotrexate u Apyr# HUTOTOKCHYHH JIEKAPCTBA C€ H3IMOI3BAT CaMO IPH
KOHTPaWHAUKAIIMK 3a MPUIOKCHHEe Ha HuKIopochamMua WM 3a MOJIbpKalla TePAIusl HPH
MAIMEeHTH C O-TeXKH (POPMHU ciie]l CupaHeTo Ha nukiiodocamuia 3a nepuox 12-18 mecerna.

IIna3zmadepesa mMoxxe na ObJe MOJE3HA KATO BTOpA JIMHUA Tepamnusl MpH pepakTepeH Ha
nedyenne PAN, kaTo MOXe J1a OrpaHUYH YCIIO)KHEHUSTA U TPAHHUTE YBPEKIaHUS.

Jleuenne na PAN ipu HBV undexnus

Huknodochamua u npoxsoxurenen npuem Ha 'K ca nporuBonokazanu

I'K camo B HauanoTo Ha TepanusaTa 3a KpaTko (JiBe CEIMUIIM) 3a IIOCTUraHe Ha Obp3 KOHTPOI
Ha 0oJ1ecTTa, MOCIEIBAHN OT AaHTUBUPYCHU areHTU

ITna3madepesa (ueTHpu MbTH CEAMUYHO 33 TPU CEMMIIN) B KOMOMHAIUS C

Awnrtusupychu (vidarabine/lamivudine+interferon-2b) 3a umyHoI0OrH4HO OYKMCTBaHE HA
nHpexTupanute xermarouutu u [{UK

Rituximab npu pedpaktepHu ciydan

[Ipennounrta ce HavanHoTo jeyeHne Ha PAN nmpu HBV undexnus na Obae komOuHanus
MeXIy MiasmMadepesa U MPOTUBOBUPYCHO JIEKAPCTBO C KOPTUKOCTEPOUIU 332 ObpP3 KOHTPOJI Ha
KMBOTO3aCTpallIaBalllUTe IPOSBU HA OOJIECTTA, KOUTO ca Hal-4ecTH Mpe3 MbPBUTE CEAMMLU OT
3abonsBaHero. Cien ToBa JIeYeHHE KOPTHUKOCTEPOMJIUTE C€ CIHpaT BHE3almHO 3a Ja MOXe
MHQPEKTUPAHUTE XENaTOLUTH Ja Ce U3YMCTAT U Jla Ce YJIECHH CEPOKOHBEPCHUATA OT MO3UTHUBOCT
3a  HBeAg kM mosutuBHOCT 3a antiHBeADb. ITpu PAN ¢ HBV undeknus komMOuHaIuMsITa
MeKAy MpoTHBOBUpYcHH JekapctBa (Vidarabine wmm Lamivudine) c interferon-2b Boau no
MHOTO JOOpH TEepareBTUIHHU Pe3yaTaTy.

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

ANCA aconmupaHuTe BacKyJIHTH Ca HEKPOTHU3WPANIM BACKYJIHTH, MMPEUMYIIECTBEHO 3acsTalln
MaJIKUTE ChAOBE (KamWISAIpH, BEHYJIH, apTepPHONN WU Manku aptepuu) aconumpanu ¢ ANCA,
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cbe cnenuduunoct kpM Muenonepokcuaasa (MPO-ANCA, pANCA) wmu nporennasa 3 (PR3-
ANCA, cANCA).

OCHOBHHTE KJIMHUKOIATOJIOTHYHK BapraHTu Ha AAB ca:

Muxpockoncku nosmanruut ( Microscipoc polyangitis).

I'panysomaro3a ¢ nosmanruut (Granulomatosis with polyangitis (Wegener's)),

Cunapom Ha Churg-Strauss (Eosinophilic granulomatosis with polyangitis (Churg-Strauss)

ANCA BackynuTuTe ca 3a00/1sBaHUS ChC CUTHU(PHKAHTHO BHCOKAa MOPOMJIHOCT M CMBPTHOCT,
KaTo TMOYTH BCHYKHU MAIIMEHTH WU3UCKBAT arpeCMBHO MMYHOCYIPECHBHO JieueHHe. be3 yneueHue
cMbpTHOCTTA € > 90% B paMKuUTE Ha 5 TOAUHU.

ANCA acouuupaHute BacKyauTH ca penkud 3abonsBanus. Yectrota um e 4-5/MunmoH 3a
MUKPOCKOIICKHSI MTOJIMAHTUHT, 8-30/MUIMOH 3a TpaHyjioMaro3aTta ¢ MOJUAHTHHUT U 1-3/ MUIHOH
3a cunapoma Ha Churg-Strauss.

Jlnarsosara ce MOCTaBsi Bb3 OCHOBA Ha KJIaCHM(DUKAIIMOHHHM KpUTepuu, ch3nageHn or ACR wu
Kkputepuu 3a aedununus Ha Backyautute cropea Chapel Hill Consensus Conference (CHCC).
Hsima ch3aieHl KpUTEPUH 32 MEKPOCKOTICKUAT ITOJHAHTHHUT.

Bun ANCA | Kpurepuu ciopen ACR Kpurepuu cniopen CHCC

BACKYJIUT

I'panynmomaro3a Ha | Hekpormsupamo HasajgHoO WM  opanHo | Hekporusupamio IPaHyJIOMaTO3HO

Wegener BB3MAJICHUE BB3MAJICHUC HA TOPHUTEC W  HOJIHUTE
JAUXaTCIIHU II'bTHUIIIA n HECKPOTHUYCH

[Ipomenu B peHTreHOTpadusITa Ha 05T P00
YpuHapeH ceAMMEHT
I'paHy;IOMaTO3HO BB3MAJICHHUE NIPU OHOTICHS

(2 ot 4 xpurepus)

BaCKyJIUT Ha MAJIKUTE U CPCIHUTE ChIOBE
(Kanwisipy, apTepHoIId, BEHYJIH,apTePUH H
BEHH)

Yecto ce cpela
rIIoMepynoHepur.

HEKpOTHU3HpaI]

MUKpOCKIIOHCKH
MOJMAHTHHT

Hsama kpurtepuun

HekpoTusupamni BacKyliuT, ¢ MAJKO WA
oe3 HWMYHHH OTJIaraHus, NpeuMylmeCTBEHO
Ha  MalKWTe  CbJoBe  (KalWsip,
BCHYIIM,APTEPHOJIM), MOXe [a HMa
HEKPOTU3Upall BACKYJIUT Ha MAIKUTE M
cpenHuTe aprepud. YecT HEKpOTH3MpAL]
rioMepyiaoHepuT " 6enoapobeH
KarmJisipuT.

JInncea TpaHyJIOMAaTO3HO Bb3IIaJICHUC.

Cungpom Ha Churg-
Strauss

Act™Ma

Bboraro Ha eo3MHO(UIN M HEKPOTH3HPALLIO
IpaHyJI0MaTO3HO BB3MAJICHUE,YECTO
BKJIIOYBA  PECHHMPATOPHUST  TPakT U
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EoznHodumus HEKPOTHU3Mpal] BacKyJIWT HAa MAJIKHUTE U

CpeIHHTE CBIOBE, aCOIMHpPaH C acTMa M
MOoHOHEBPOTIATHS WX TOJIMHEPONATHS €03HHO(IITHS.

Benonpobuu  undunrpatn, Kouto HE ca | ANCA ce cpemiaTr Mmo-4ecTo, KOrato MMa
¢uxcupanu rioMepyioHehpuT

ITpomeHn B mapaHa3adHATE CHHYCH

ExcrpaBackyiapHa eo3uHOpMINS
(4 ot 6 xpuTepus)

Judepennuanta quardosa ce mpaBu Hai-uecto Mexay pasnmuunute sugoBe ANCA acoruupanu
BaCKYyJIUTH, CBIIO Taka C APYrM BacKyJIMTH Ha Maykute cbaoBe, Goodpasture syndrome,
CHUCTEMHH 3a00JIsIBAHUS Ha ChEJIMHUTENHATa THKAaH,CUCTEMHH WH(EKIIMA KAaTO CHIOKap.IuT,
CeTICUC, TPaHyJIOMAaTO3HH 3a00JISIBAHUS - MUKO3H, TYOEpKYii03a, CapKoOHu103a.

Jleyenunerto IIpU TPUTEC BACKYJIIMTHU CUHAPOMA CE€ OCHOBABA Ha CIHAKBU IMPUHIUIIA U UMaA 3a 1ECJI
IMOCTUTAHCTO Ha IIbJIHA PCMUCHUA. AXO TOBa € HEBB3MOXKHO TO aeiira € 4aCTu4Ha peMUCUA U
nmociacaBamo nNpeAnasBadHe OT pCUUANBU.

Jedununuu Ha u3xona ot seyenuero (EUVAS):

[IbnHA pemucus Jlunica Ha BcsAkakBa (KIMHUYHA, CEPOJIOTHYHA, OT 00pa3Ha
nuarHoctrka) aktuBHoct BVAS=0

YacTuuHa pemMucus Curan(ukanTHO HAMaJieHa, HO C MEPCUCTHPAIIN HUCKH
HUBA aKTUBHOCT, KOSITO C€ OYKBA JIa HaMaslee OT JICYEHUETO

Penaric BbpHana ce nim HOBa aKTUBHOCT

Manbk KonTpon npu nosunienue no3ara Ha KC

Tomsam Boau 10 pyHKIIMOHAIHY HApYIIEHUS U U3UCKBa JIEUEHUE C
ukiopochamua

Jleuenue

Koprukocreponan

3a wHayKIus Ha pemucus ce 3amousa ¢ Methylprednisolone B go3a 1 mg/kg aueBHO, B
komOuHaiust c¢be Cyclophosphamide wiam methotrexate. Ilpu cinydaute Ha OpraHo- WK
’KMBOTO3acTpallaBaHe, KaTo ajBeoslapHa XeMoparus, 0bp30 mporpecupai riaomepyioHedpur ce
JaBaT BUCOKHM J103U mHTpaBeHo3eH Methylprednisolone 1 g B 3 mocnemoBaTenHu JHH, Clie
koero 1 mg/kg 3a 3-4 ceaMuIM M TOCTENIEHHO HaMalleHHME Ha J03aTa B 3aBUCHMOCT OT
akTUBHOCTTA. Jloctura ce nmo momabprkamia jgo3a 5-10 MQ/aH, kaTo MpU rojsiMa 4YacT OT
MAIUEHTUTE KOPTUKOCTEPOUIUTE HE MOTaT J1a ObIaT CIIPEHU HAITBITHO.

Cyclophosphamide - unaykius Ha pemucus | 3a MoAxbpxkaHeTo . [lpunara ce mepopaiHo B
no3a 2mg/kg mHeBHO B KoMOMHaIus ¢ riokoptkoctepouan 1 mg/kg. KomOunupanata Tepanust
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3a MPOJIBDKUTENIHO BPpEME B MHOI'O OT CIIydyauTe BOJAM IO BUCOKA KyMYJIaTHBHA J103a Ha JBETE
JeKapcTBa, M KaTO pe3ylTarT I[OBUIIABAaHE Ha CBbp3aHaTa C JICYEHUETO MOPOMIHOCT H
cmbpTHOCT. [IpoabipkuTennara ynorpeda Ha nukiodochaMu € cBbp3aHa C 4eCTH MHGEKIHH,
JIEBKOTICHUS BCIIEACTBHE TIOTUCKAHE Ha KOCTHUS MO3bK, HHPEPTUIUTET, XEMOPAruyHU [IUCTUTH,
KaplIMHOM Ha MUKOYHHUAT MEXYP.

[Tync cvc muxiodocdamun e anrepHaTHBa 3a peAylLMpaHe Ha KyMyJaTHBHaTa J[03a Ha
muksnodocdamuna. Cuuta ce , ue MyJcHATa Tepanus € 1M0-0e30MacHa OT CKEAHEBHUAT IPUEM.
[Mpunara ce unTpaBeHo3Ho 15 M@/kg Ha Bceku 2 ceMHIIU TPUKPATHO, CJIE TOBA HA BCEKU 3-4
CEIMULIH.

KomOunupanata tepanusi e cranpaptHata Ttepanus 3a Jsedenue Ha ANCA acomumpanu
BackynuTu. llpunara ce B mpoabikeHME Ha 6 Mecela, cilell KOETO ce IPEeBKIYBAa Ha
a3aTUOIIPUH C KOpTUKOCTepouan 3a 18-24 mecena.

Methotrexate - mo-manko TOKCHMYHA anTepHaTMBa Ha IMKIopochamuaa 3a MHIYKIUS Ha
pemucusi B komOuHamms ¢ 'K 3a nedenne Ha mammeHTH 0e3 3acTpamraBaHe Ha (yHKIUATA Ha
3acerHaTUTe OpraHu U TpH JioKanu3upanata gopma. [Ipunara ce B mo3a 0.3 mg/kg cemmuyno
IpU MalMeHTH ¢ HopManHa OnOpeuna ¢ynkuusa. [Ipumara ce B komOuHamusi ¢ ¢onuesa
KHCEJIMHA 32 PeAyIIHpaHe HA CTPAHUYHHUTE CPEKTH.

Azathioprine - 3a mogabpkaHe Ha peMucHs B g03a 2 MQ/KQ aHEBHO B KOMOWHAIIUS C HUCKHU
no3u I'K cnen nuknodochamua

Leflunomide - antepHaruBa 3a momabpkane Ha pemucus korato MTX, aszatuonpuna ca
NPOTHBOIIOKAa3aHH WM HE ca J00pe ToJIepHpaHH.

Mycophenolate mofetil - Bropa nuMHHS 3a TOAIBpPKAHE HA PEMHCHS, CaMO TPHU
KOHTpaWHIMKAIUK Win HeTonepupane Ha MTX, azarnonpun nim leflunomide.

Rituximab (MKb M30.0, M31.3) - mbpBa JHMHUS 33 HHIYKIHS HAa pPEMHCUS TpU
reHepalu3upana, Teka U peppakTepHa OoyecT U NMpU NPOTUBOIIOKA3aHUs 3a LuKIopochamu.
[Toka3Ba paBHOCTOMHOCT 1O €(deKTUBHOCT C mukiIopocamun. [lpumara ce B go3a 375mg/m?
CeIMHUYHO 32 4 ceqMuIM B koMOMHanus ¢ Bucoku 1034 ['K. Moxe 1a goBezie 10 MOCTUTaHE Ha
peMucus ¥ MoAbpKaHeTo i 0e3 JOMbIHUTENEH NPUEM Ha TTIIOKOPTUKOCTEPOUIH.

Rituximab, B koMOuHaIHMs ¢ TIFOKOKOPTUKOM/IU, € TIOKa3aH 3a JICYeHNE Ha Bh3PACTHH MAllMEHTH
C TeXKa aKTHBHA TpaHyJIoMaTo3a ¢ TojuaHruut (rpanyinomaro3a Ha Wegener) (I'TIA) u
MUKpOCKOTICKH momuanruuT (MITA).

BbBexnane B pemucus

[Ipenopbuntennara no3a Ha Rituximab npu Tepamus 3a BbBEXKJaHE B pPEMUCHUS Ha
TPaHyJIOMAaTo3a C MOJUAHTHUT ¥ MUKPOCKOTICKH MOJTHAHTUHT € 375 mg/m2 TenecHa MOBBPXHOCT,
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MPUJIOKEHA KAaTO MHTPaBEHO3HA WHQY3HsS BEIHBK CEIMHUYHO B NMPOJBIDKCHUE HA 4 CeIMHIIN
(06110 yeTnpu UHGY3UN).

[Tognbpxkaio jgedyeHue

Cren BpBexmane B peMucus ¢ Rituximab, nogaspikaino jgeyeHne TpsiOBa Aa ce 3aroyHe He Io-
paso ot 16 ceamunu cnex nocaenHara nHpy3us Ha Rituximab.

Crienr BbBEXKIAaHE B PEMHCHUS C PYrO CTAHJAPTHO JICYCHUE C UIMYHOCYIIPECOPH, MO IBPKALIOTO
neuenue ¢ Rituximab TpsiOBa fa ce 3amodne mo Bpeme Ha 4-CeAMUYHHS TIEPHOJ CIIET PEMUCHUSTA
Ha 3a00JI1BaHETO.

Rituximab Ttps6sa ma ce mpuioku kato jaBe i.v. uHby3um or 500 mg mpe3 aBE CEAMHIIH,
moclieZIBaHu OT enHa i.v. uHpy3us ot S00 mg Ha Bceku 6 mecema ciieq ToBa. Ha marenTuTe
TpsiOBa ja ce mpwiara Rituximab B npoabiokenue Ha Haii-manko 24 mMecela cliiell IOCTUraHe Ha
pemucus (JHrca Ha KJIMHAYHA TPU3HAIM U CUMOTOMHU). [Ipy manueHTuTe, KOUTO MOXKE Jia ca C
MO-BUCOK PUCK OT PELHUJUB, JICKAPUTE TPAOBA Jla MMAT MPEABH]L TO-TOJISIMA TPOIBIDKUTCTHOCT
Ha MmoJyIbprKaiiara tepamnus ¢ Rituximab, 1o 5 rogunu.

HHTpaBeHO3HN UMYHOTJI00YIMHM ce npuiarat B 1o3a 400 mg/kg nHeBHO B 4 mOC/IE0BATEIHA
JTHY TP IIepcUcTHpalia 0oaect 0e3 TeXKU OpraHHU JUCPYHKIIUH.

TNF o6aokepu - wusmomsBatr ce Off-label. TlpoyuBanus couar, 4e ca eQpeKTHBHH NpHU
pebpakrepru ciayuaun: infliximab 5 mg/kg TpukpartHo npe3 2 ceaMuiy.

Ipenopbku 3a seyenne Ha EULAR/EUVAS
Nuaykuus Ha peMuCcHs NIPH TeKKa U reHepajusupana ¢gpopma

Cyclophosphamide - moxe na npuiara ce o gopmara aBa pesKiMa, KaTo IPHU BTOPHST ca 1M0-
cnabo MPOSIBEHU CTPAHUYHH ePeKTH. 3aIbIDKUTEIHO B KOMOHHALIUS C BUCOKHU 103U
KOPTHUKOCTEPOUIH.

[Mepopanno npunoxenue 2 mg/kg nHeBro (Makcumym 200 mg/mHEeBHO), ¢ afanTUpaHe Ha 103aTa
IpU BB3PACTHU MAIMEHTH U TpH OBOpeYHa HEJOCTAThYHOCT, HEOOXOAUMO € OposT Ha
JMEBKOIUTUTE N1a ObJe Haa 3,5 w/unm abcomoTeH Opoi Ha HeyTpodwam > 1,5; moszara na ce

IpueMa CyTPUH C MHOTO TEYHOCTH.

HHuTpaBeHO3HO npuiiokeHue myic tepanus 15 mg/kg Ha Bceku 2 ceIMHUIIM TPUKPATHO, CJICI] TOBA
Ha BCEKH 3-4 CeIMUIIN;
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Rituximab — mpunara ce B 103a 375 mg/m? ceIMUYHO B YCTHH MTOPEAHU ceamunn. [Ipunara ce B
KOMOWHAIHSI C BUCOKH J03M KOPTUKOCTEPOUIH.

Rituximab, B koMOMHAIMS C TJIFOKOKOPTUKOU/IM, € TIOKA3aH 3a JICYCHHE Ha Bb3PACTHHU MAlUCHTH
C TeXKa aKTHBHA TpaHyJioMaro3a ¢ MojauaHruuT (Tpanynomaroza Ha Wegener) (I'TIA) u
MHKPOCKOIICKH TToJIManruuT (MITA).

B’BBG)KI[&HC B pEMUCHUA

[IperopbunTennara mo3a Ha Rituximab npu Tepamus 3a BBBEXKIAHE B peMHCHI Ha
rpaHyJIOMaTo3a C MOJIMAHTUUT U MUKPOCKOIICKH MTOJHAHTUUT € 375 mg/m?2 TenecHa MOBBPXHOCT,
NPUIOKEHAa KaTO MHTPABEHO3HA MHQY3Ms BEIHBK CEAMUYHO B IPOABIDKEHHE Ha 4 CEIMHUIH
(o610 yetupu uHdy3un).

[Togabpxkaio gedyeHue

Crnien BpBeXK1aHE B pemucus ¢ Rituximab, nmogrspikamio neyenne TpsOBa a ce 3amo4He HE I10-
paso ot 16 ceamunu cnex nocaenHara nHpy3us Ha Rituximab.

Cren BbBeXJIaHE B PEMHCHS C JIPYrO CTAHAAPTHO JICUCHHE C UMYHOCYIIPECOPH, MOIIBPIKAIIOTO
nedenue ¢ Rituximab TpsOBa 1a ce 3amo4He mo BpeMe Ha 4-CeIMUYHHS TIEPUOJT CICT pEMHUCHSITA
Ha 3200JIIBaHETO.

Rituximab Ttpsi6Ba na ce mpuioxku karo jase i.v. uH(y3uu ot 500 mg mpe3 aBE CEAMHUIIH,
nocyienBaHu oT efaHa 1.v. uHy3us ot 500 mg Ha Bceku 6 mecena cieq toBa. Ha manmentuTe
TpsiOBa Ja ce npuiara Rituximab B npoabskeHne Ha Hail-manko 24 Mmecena ciejl IOCTUTaHe Ha
pemucus (Jurca Ha KJIMHAYHA TPU3HAIM U CUMOTOMH). [Ipy manueHTuTe, KOUTO MOXE J1a ca C
MO-BUCOK PUCK OT PEIHUIWB, JIEKAPUTE TPSAOBA J1a MMAT MPEABH]I TO-TOJISIMA TPOIBIDKUTEITHOCT
Ha nmojabpikaiiara trepanus ¢ Rituximab, 1o 5 ronuHu.

KopTukocrepouau - mpu u3pazeHa akTHBHOCT ce mpuitara mysic Tepanus ¢ methylprednisolone
1 g mueBno B 3 mopexnu gau. Creq TOBa KOPTHKOCTEPOHMIHATA TEPAIHsi CE MPOIbDKAaBa
exxeqHeBHO 1m@/kg moHe 3a 1 mecer, ¢ MOCe/BAIIO MOCTEIICHHO HAMAaJICHHE Ha Jo3ara (T He
Tpsi0Ba ja Objie HaManieHa moj 15 MQ JHEBHO mpe3 MbPBUTE 3 Mecela U CICBAII0 HaMaJICHUEe
10 moJIbpoKkania go3a 10 Mg JHEBHO WM TO-MAJIKO 10 BPEMe Ha PEMHCHSITA.

IIna3madepe3a KaTo TepameBTUYHO CPEACTBO € TIOKa3aHa TMpH MAIlMEeHTH ¢ Obp30
nporpecupama ObOpeyHa HEAOCTATBYHOCT M KAaTro JOMBJIHEHHE KbM Tepamusra C
nukiopochamua u KC.

Nuayknus Ha peMUCHS NPH JIOKAJIU3MPAHA U M0-JIeKO NPOoTHYAaIa 6oJiect
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Methotrexate - npuiara ce B 103a 20-25 mg ceIMUYHO KaTO MEepOpaiHa WK MapeHTepaiHa
Tepanusi, B KoMOuHaus ¢ ¢oireBa kuceauHa 1 Mg AHEBHO.

Koprukocreponau - npuiarat ce B go3a 1mg/kg B Hauamoro 3a 1 mecel, ¢ IOCIeaBAIIO 10-
O0bp30 HaMaJICHHUE Ha J03aTa.

IIpoabIDKUTEIHOCTTA HA HMHAVKIIMOHHATA TEpamus ¢ 6 M moseye MECce, C MOCTCIICHHO
peayimpaHe go3aTa Ha KopTHKocTeponaa g0 10 mg Dredni50|0ne JHCBHO.

Tepannﬂ 3a IOAAbPKaHEC HA pEMUCUA:

Wmynocynpecopute  (azathioprine, methotrexate, leflunomide), xouto 3amectBar
ukimodochamun wim rituximab, TpsOBa ma ce mpuemar mone 18 mecema (mMexny 18 m 24
Mecena). Koptukocrepouaure coiio TpsoOBa na mpoabikar (30-60% peuunuBupar cien
CIIMpaHe Ha JICYCHUETO). AJITEpHATHBA Ha MMYHOCYIPECOPUTE 3a MOJIbPKAHE HA PEMHUCHS ©
rituximab. TIpe3 2014 r. ca myOaMKyBaHH JaHHU OT IBPBOTO PAHIOMHU3UPAHO U KOHTPOIUPAHO
npoyuBane Rituximab versus Azathioprine for Maintenance in ANCA-Associated Vasculitis
(MAINRITSAN), koeTo moka3Ba, 4e rituximab mpeBb3x0xkaa a3aTHONPHH 3a HOAIbP)KAHE Ha
pemucus ipu ANCA acoruupanu Backynuth. Jledenuero ¢ Rituximab e B mo3a 500 mg mpes 6
Mmecenia. Crnopen @penckara rpymna mno Backyauta RTX e mo-go0bp OT Ipyru jgekapcTBa, KaTo
azatmonpud W MTX 3a mnomibpkaHe Ha pemucus. Rituximab, B komOuHaius ¢
TJIIOKOKOPTUKOMIM, € TI0Ka3aH 3a JIeYeHHWE Ha BB3PACTHH MAUEHTH C TEXKAa AaKTHBHA
rpaHyjiomMaro3a ¢ MNoiauaHruuT (rpanynomaro3a Ha Wegener) (I'TIA) u  Mukpockorncku
nonuanruut (MITA). Tloaabspikaiiio ieueHue

Crient BpBeXKIaHe B pemucus ¢ Rituximab, momrspikamio neyenue TpsOBa a ce 3amo4He He I10-
paHo ot 16 cenmuim ciies nocieanaTa uHdys3us Ha Rituximab.

Crient BbBEK/IAaHE B PEMHUCHUS C APYTO CTAHIAPTHO JIEUCHHE C UMYHOCYIIPECOPH, MOATBPIKALIOTO
neuyenue ¢ Rituximab TpsiOBa ia ce 3amouHe Mo Bpeme Ha 4-CeMUYHUS TIEPHOJT CIIE]] PEMUCHSITA
Ha 3a00JI51BaHETO.

Rituximab TtpsoBa ma ce mpuinoxu karo ase i.v. uHPy3un ot 500 mg mpe3 aBE CeAMUIIH,
nocienBaHu oT efaHa 1.v. uHpy3us ot 500 mg Ha Bceku 6 Mecemna cien ToBa. Ha manuentute
TpsiOBa jaa ce mpuitara Rituximab B mpoabiokeHre Ha Haii-manko 24 Mecera ciiell MOCTUTaHe Ha
peMucuHs (JIMrca Ha KIMHAYHU MPU3HAIM ¥ cUMITOMHE). [Ipy manueHTuTe, KOUTO MOXKE J1a ca ¢
MO-BHCOK PUCK OT PELHUIWB, JIEKapuTe TPsOBa J1a MMAT MPEIBHU]I MO-TOJSIMa MPOIBIKUTEITHOCT
Ha MmojIbpkamara Tepanus ¢ Rituximab, o 5 roguau
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He-ANCA acoumupaHu BacKyJMTH HA MAJIKUTE ChI0Be

KoM Tazm rpymna npuHagjiexKaT KOXKHHUTC BACKYJIIUTH HAa MAJIKMTC CbJ0BC (J'ICBKOHI/ITOKJ'IaSI/ILIHI/I
BaCKy.TII/ITI/I), KpI/IOFJ'IO6YJ'II/IHeMI/ILIHI/I BAaCKYJIUTHU U rojisiMa 4aCT OT KOXKXHHUTC BAaCKYJIIMTHU IIPOSABU
IIpHU CUCTEMHUTE 3a00/I1BaHMs HA CbCIMHUTCIIHATA ThKaH.

KoxHu BacKyJIMTH Ha MAJIKUTE CbJ0Be WM HapedyeHHUTe olle JeBKOUMUTHKIAZHIYHU
BACKYJHMTH Ca Hal-4eCTO CpENIaHUTE BACKYJIUTH HAa MAJKWUTE CBJOBE. XapakTepHaTa UM
KJIMHAYHA U35Ba ca KOXXHUTE JIC3WH THUII ,lTajanupyeMa mypnypa“. Kinacudeckara XucToJIOrH4Ha
Haxoaka € (UOpMHOMIHA HEKpo3a Ha KJIeThYHATa CTEHA, OTOK Ha €HJO0TeJa U CETMEHTHO
HEYTPO(HIIHO BB3MAJICHUE C JIEBKOIUTOKIA3Us. 3acsraT c€ OCHOBHO MOCTKATWISIPHUTE BEHYIIU.
B ronsiMa wact ot cnyyauTe ca MAMONATUYHH, HO JIEKAPCTBA, WH(DEKINH, MATUTHEHU TPOIIECH,
WIM JIPYyrd CUCTEMHH 3a00JisiBaHHMS MoraT jJa OBJarT MpUYMHA 32 Ta3u ¢GopMa Ha BACKYIIHT.
Morar ga 6b1aT NpeaKIMHUYHA U35Ba HA CUCTEMHO 3a00JI5BaHe Ha ChEAMHUTEIHATA ThKaH WU
CUCTeMEeH BacKynuT. HaOmiogaBaT ce eIHaKBO YeCTO MPU MBXKE U )KEHU U BbB BCHUKH BB3PACTH.
B 10% ot ciyuaute 3acsirat neua.

IMypnypara na Schonlein- Henoch e cucremen Backymut, KOWTO ce XapakTepu3upa Cbe cliadbo
HAJUTHATH €PUTEMHU KOKHU JIe3UH, KOUTO HE Ca CBBP3aHU C MOJJIeXkalla KoaryjaomaTus,
abmomuHanHa 0oJika U KbpBEHE, apTpUT U HePpuT. ToBa e Hail-ueCTUAT BaCKYJIUT MPH Jela Ha
BB3pacT Mexay 2 u 10 rogunu ¢ yectora 135-180/mMunuon u camo 8-13/MunmoH 3a Bb3pacTHHU.
Jlokato pgerckara ¢opma Ha OOJIeCTTa CE CuMTa , Y€ € OCHWTHEHAa M caMOOorpaHWYaBalla ce
0oJ1ecT, TO TIPH BBP3aCTHU KATO IISJI0 € C IMO-JIOIIA TPOTHO3a.

ETtnonorusta B moBedero ciaydau ocraBa Hem3BecTHa. OOMKHOBEHO ce MpeaulecTBa ¢ JAHU WU
ceMHUIIM OT MH(pEKIHUs, Hail-4ecTo OeTa XeMOJIUTHYEH CTPENTOKOK oT rpyma b, Staphylococcus
aureus, Esherichia coli, Mycobacterium tuberculosis, Mycoplasma pneumoniae, EBV, Hepatit B
virus, varicella, adenovirus, CMV, Bakcunaiuu cpeity Tud, maparud, xonepa, KbjiTa TpecKa.
Hsxoun nekapcTBa Kato MEHMLMINH, aMOUIWINH, eputpomulind, HCIIBn morar na oTkitoyat
6onecrra. CTynoBU BB3JACHCTBUS, yXalBaHE OT HMHCEKTH, XPAHUTEIHM aJepreHd ChIIo ca
OIKCaHM KaTo Tpurepupamu akropu. Kiacuueckata KIMHUYHA TpHaJa BKIIOYBA MaJIHpyeMa
nypHypa, CTaBHU CMIITOMHM (apTpUT/apTpairuu) u abgoMuHamHa 0oJka.

Kpuorno0yJinHeMHYHUTE BACKYJIUTH TOPa3sBaT MAIKHUTE CBHIAOBE OT KPHONPEIUITHTHPALIH
umyHornooynunu. Haifi-uecro ce acouuupar ¢ Xenatut C BupycHa uapexuus (60-90%), karo
KJIMHUYHATA UM M35Ba € najanupyema myprypa. Ocsen ¢ HCV undexus kpuorno0yimHeMusTa
ce acoluuupa olle ¢ KPbBHU 3a00isiBaHUsA (MYJITHIUIEH MHEJIOM, MaKpOIJIOOYIHHEMHUS,
muMmdonponndepaTuBHU 3a00isiBaHUsA), C OOJIECTM Ha ChEIWHUTENTHATa TbKaH, BHUPYCHH,
Oakrepuanau napekun (HBV, CMV, EBV, cudunuc, naiiMcka 6oect).

3acsra »KeHM Ha Cp€aHa Bb3pacCT MMO-4€CTO B CHACMHUYHU paﬁOHH ¢ Hajguuue Ha HCV I/IH(I)GKL[I/IH.
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Leucocytoclastic 1. Be3pacr Ha mosiBa >16 roguHu
vascilitis 2. AnamHe3a 3a ynotpeba Ha JieKapcTBa
3. MMannupyema mypiypa

4. Makysonaiyio3eH rush

5.
MEePHUBACKYJIAPHO HIIH €KCTPABACKYJIApHO
3a ouacnosza ca neobxodumu 3 kpumepus

buoncust wWa apTrepuonM WM BEHYJIM C TPaHYJIOIHUTH

Henoch- Schonlein | Hajanupyema nypnypa (3aabJIKMTeaeH KPUTEPHiA) U ITIOHE €IAH OT

purpura CIIEIHHTE:
1. Anudy3na abgomunanzan Ooka.

2. buornicus nokaszsama IgA meno3uTw.
3. ApTpuT/apTpairuu.
4. bpOpeuHo aHraxupaHe (XeMaTypus U/UIN IPOTCHHYPUS).

Cryoglobulinaemic | msima

vasculitis

TepaneBanﬂo MOoBEACHUE: OIPECACIIA C€ OT TOBA JAJIM MMa CUCTCMHU NPOSABU, OT TCIKCCTTA HA

KOJXHHUTC JIC3UU U JaJIM UMad HAJIMYHA XpOHUYHA I/IH(I)CKL[I/ISI.

Baxmuo e Ja cc I/IILCHTI/I(l)I/IIII/Ipa M OTCTPAaHU HNpCANOJaracMusaT aHTUI'CH, aKO TOBa € Bb3MOXKHO,

Aa €€ JICKyBa OCHOBHOTO 3a00/1BaHE aKo BAaCKyJIUTBHT € CBIBTCTBAllA IIPOABa WM Oa CC

OTCTpaHU TYMODPBT IIPU MAJIUTHCHOCT.

JleueHme IIpU JICBKOOUTOKIIA3UYHUTEC BACKYJIUTU

CaM0 KOKHH JIe3HH
(HeycJ10:KHEeHN)

TIOKOM, MOBAWraHe Ha Kpakara, MOAIbpKalla Tepanus(doparu,IpeBpb3Kn),
XUIpaTays

antuxucramuan, HCIIB, Antumanapuiinu, Koaxumnus,

Jlanicon

pu ynuepauum Ha
KOKHUTE JIe3UH

Koprukoctepouau B kom6unarws ¢ MTX wn

Koprukocreponau ¢ uukiopochamun

Ipu CHCTEMHU
NPOSIBH KOMOWHAIUS
OT KOPTUKOCTEPOUIHU U
HMYHOCYIIPECOPH

Cyclophosphamide 2 mg/kg amelkf wiu moa dopmara Ha IMyJC Teparrus
1.0gr

Azathioprine 1-1,25 mg/kg nueBHO
Mycophenolate mofetil 0,500-2,0 gr naeBHO
Cyclosporine 2,0 mg/kg maeBHO

Methotrexate 7.5-15 mg ceammumo
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IIpu nHedpur xomOunanms ot 'K u umyHOCynpecopu, HHTpaBEeHO3HU UMYHOTIO0YIHHH,

Rituximab, mrasmadepesa.

Jleuenne na Henoch-Shonlein purpura:

Jleku ae3un CUMIOTOMAaTUYHO
Xupaparaus
AHTHXUCTaMUHHU
Acrmpua
Ananretniu

HCIIBn

KopTtukocreponau J10KagHO

Judysuu jie3uu uau cucremun | [mrokokoprukonau B go3a 60-80 mg nx

NnposiBU Cnen oBnansgBaHe Ha cuMnToMute - HUcku 1034 'K 3a nsosarsane
Ha PELIB.
[Ipu HeoBmansBane u xponuduiupane - Komxumud B 1o3a 2.0 ¢
JTHEBHO

Tesxkn, 0bp3onporpecupanmm, I'moxokoptukonnu 60-80 mg queBHo U nukiIopochamun 2

peluIMBHPAIIH mg/kg nHeBHO wiH myic Tepanus ¢ 1.0 gr MecevyHo win

MTX 10-25 mg ceAMUYHO WIH

Aszatnonpun 50-200 mg win

[Muxmocnopun 3-5 mg/kg

ITpu HOMOBMMsIBaHE ce mpuiara rituximab, umyHornoOynuHy,
miazmMadepesa

JleueHue Ha KPUOII00y THHEMHMYHHUTE BACKYJIUTH :

EULAR/EUVAS mnpenopbuBar XenatuT C HeraTHBHUTE KPHOTJIOOYJTUHEMUYHU BaCKYIUTH
Jda ce JeKyBaT CHOpeA mpernopbkuTe 3a JjeudeHune Ha AAB (¢ kopTHKOCTeOHIH U

HUMYHOCYIIPECOPH).

Rituximab wmoxe nma ce wusnomsBa mnpu nanmeHtH ¢ Xematutr C,  acouMHpaHu
KPUOTJIOOYTMHEMUYHH BaCKYJIUTH M MOKE Ja ObJe IOJIe3eH NpU HEacOIMHUPAaHW C BUPYCH
CCEHIMAJIHU  KPHOTJIOOyJIMHEMHYHH BackynuTH. Rituximab e antepHatuBa, Korato
HMMYHOCYTIPECOPUTE ca POTUBOINIOKAa3aHU, Hee(DEKTUBHU WJIM HE Ce MTOHACST JoOpe OT OOJIHUTE.

I[Ipu Obp30 nporpecupamo O0bOpeYHO YBpexaaHe, TEKKa HepponaTus, € YMECTHO
MPUJIaraHeTO Ha MHTPABCHO3HU MMYHOTTIOOYJIMHY W TIa3Madepesa.

AKO KpUOTJIOOYTMHEMUYHUTE BACKYJIUTH C€ IbJDKAT Ha MHQEKIHs ce JEKyBaT C €THOJOTUYHU
cpenctBa. Ilpu xemarur C BupycHa uH(peKkuus ce npuiaraT UHTEpPepoH U pubaBapuH B
KOMOMWHAIHS, KOSITO € TT0-100pa OT MOHOTEpaIusITa.
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BaCKyJII/ITH Ha pa3/iM4HU MO roJiecMMHa Cb10B€
Boaecr na Bexuer (Behéet's disease (BD))

boisiectra Ha bexyeT e BaCKyauT, KOMTO MOXKE J]a 3aCE€THE U apTEPUH U BEHU. XapaKTepusupa ce
C peuuauBUpalld OpajJlHa U TeHuTanHa adro3a, B CbUETAaHHE C OYHHM, CTaBHH,
ractpountectuHanud w/wiu ot IIHC Bw3manurennu nesuu. Ilpm Hero ce HabmronaBar
€HOBPEMEHHO BacCKyJIUT, apTepHaIHd aHEBPHU3MH, TpoMOaHTMUT U Tpombo3u. Cpemia ce mo-
4YecTo IpH OIpeaeseHr eTHu4Yecku rpynu. Hamune e reorpadceko pasnpenenenue Ha 6onectra
o T.H. ,,lIbT Ha KonpuHaTa - paiioHa oT Anonus u Kurtait 1o M3rounoro CpeanzemMHomopue
BKJIIOYBa[O0 cTpaHu karo Typums m Mpan. Haii-yecTo 3acsra Typuu, apMEHLM, WpaHLM,
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 Tperara A€Kaja Ha KHUBOTA.
Aconunpa ce ¢ HLA BS. /luarnosara ce 1nocrass ¢ o Kpurepuure Ha MexayHapoaHara rpymna
3a npoyuBaHe Ha O6onectta Ha bexuet, 1990r.

I'1aBeH KpuTEpUii

PeumausBupamu opannu nopakeHus (a¢pro3Hu u xepneruopMeHH), yCTAHOBEHH OT JieKAp WIN
OT OOJIHMAT, KOUTO PelIUBHUPAT [IOHEe TPH IbTH B PAMKHTE Ha eJHA IOJUHA.

Apyru kpurepuu:
1. PeummuBupaiiy s3BY 10 TCHUTATUUTE.

2. OuHH Ne3un: IpesieH YBEUT, 3a/IeH YBEUT, IPOMEHH B CTHKIOBUAHOTO TSUIO M BACKYJIUT Ha
PETHHATA,yCTAHOBEHH OT O(TAIMOIIOT.

3. Koxuu ne3uu: erythema nodosum, rnceBno¢oiaukyInT, Namy1o-mycTyI03HH JIE3UH WIH
AKHETIOZ00OHHU BB3IU MPH OOJIHU CJIe]] FOHOIIIECKA Bh3PACT M KOUTO HE TPOBEXKIAT
KOPTUKOCTEPOUIHO JICUCHUE.

4. TlaTonoruyHa KOXXKHA peakius clie]] yoOoxkaaHe (CTepuiIHa MycTyJlia), OTYeTaHa OT JieKap Ha
24-51, 48-51 yac-T.Hap. ,,patergy test”

Juarnosata ce npuema npy HaJIM4Me Ha TIIaBHUAT KPUTEPHU U [TIOHE HA ABA OT OCTAHAINTE
KPUTEPHHU.

Jleuenue

W3nomn3sar ce ciaeaauTe JICKapCTBa.

KopTtoxocTepounu 1-2 mg/kg ¢ momappkamia go3a 1-2 Tabnetku auesHo, [IT ¢ 1,0 g
BEHO3HO IPU BCEKU MO-TEXKBK ciaydaid. EQexTuBHU npu MyKO3HH H
KOXXHH JIC3UH, YBEUTH, HEBPOJIOTHYHY cUMIITOMH. KaTto MoHOTEpanus
iy B KomOuHaIms. He mogoOpsBat ApIrocpodHaTa IporHo3a.

Colchicine 1-2 Mg nHEBHO [0 OBJasMBaHe Ha KIMHUYHUTE CUMITOMH. Oco6EHO
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e(EKTHBHHU MPU MYKO3HH, KOXKHHU MPOSIBH, apTPUT, eprTEMA HOJO3YM.
CurandukanTeH edekT BbpXy aKTUBHOCTTA Ha OOJIeCTTa.

Benzathine Penicillin 1,2 mun. E Ha 3 cenmuim, ocoOCHO €PEKTHUBCH B KOMOWHAIMS C
KOJIXUIIMH MPH MYKOHA3aJIHU YIIIEPAlii U apTPHUT.
Azathioprine 50-150 mg aHEBHO, CPEeNCTBO Ha W300p TPU OpaITHH, TCHUTATHU

yimepanuu, apTpuT, OYHH posBHu. HamansBa mosiBata Ha MyKO3HH,
KOXHH YJIIepaIiy, apTpUT, OYHU CUMITOMH. 3a Mpo(pUIaKTHKa Ha
HOBH OYHH TIPOSIBH.

Cyclophosphamide 1,0 g/m? i.v. 1 mbT MeceuHo nipu o4HW u cucteMun nposisu (IJTHC,
apTepUalTHU aHEBPU3MHU ), TI0-100Bp eekT B komOuHanus ¢ ['K.
Cyclosporine 3-5 MQ/kQ AHEBHO, P HEMOBIHUSABAHE OT APYTHTE JICKAPCTBa, A0OBD

pH aKTUBHM OYHH BB3MAJICHHUA, NPU OMACHOCT OT 3aryba Ha
3pEHUETO, HEBPOJIOTUYHHU TPOSIBH.

Anti-TNF-alfa
Infliximab 5 mg/kg Ha 6-8 ceaqmunu
Etanercept 50 mg ceaMH4YHO, HaMalsBa II0ABAaTa HA OpAJIHH YJLEPALHH,
HOJYJapHH KOXKHH JIC3UH, AITYJIONYCTYI03HH JIC3UH
Rituximab 1000 mg na 15 nguu, curHudukaHTHO mMomoOpeHHe Ha oOmara
AKTUBHOCT

XHpYpru4yHo JiedeHHe C€ Hajara Mpu apTepUaHd aHEBPU3MHU M PELUIUBUPAILINA MaCHUBHU
xemontusu. [Ipu nmepdopanus Ha yepBO, TPOMOOTHYHA OOCTPYKIUS Ha roieMu chbaose. llpu
OYHU YCIOXHEHUSI-TJIAyKOMa, MPEIUIUTATU B CTHKIOBUTHOTO TSLIO.

CUHAPOM HA CBOI'PEH

CuHIpOMBT Ha SjOgren e XpoHHWYHA BBH3MAJIUTEIHA ABTOMMYHHA OOJECT, KOSATO 3acsra
€K30KpUHHUTE JKJIE3U, IMPEAM BCHUYKO CIIOHYEHHTE M cib3HUTE. CHHIpOMBT Ha ChOrpeH
(Sjogren) e TpeToTO Haif-4ecTO CpEIIaHO AaBTOMMYHHO 3a0OJsiBaHE Clie]] PEBMATOMJIEH apTPUT
(PA) u cucremen nynyc epurematosyc (CJIE). CungpomspT Ha ChorpeH ce HaOmtogasa npu 30-
50% OT mauueHTUTE C PEBMATOMAEH apTpUT, KakTo U mpu 10-25% oT Te3u cbc cucTeMEH IyIyc
eputematosyc. Okomno 90% ot OoHHUTE ca KEeHHU, KaTo 3a00JISIBAHETO CE U3SBSIBA HAli-U4eCTO BB
BB3pactTa Mexay 40 u 50 r. OCHOBHUTE MPOSBU Ca CyX KEPATOKOHIOHKTHUBHUT U KCEPOCTOMHUSL.
[Ipu no-pasrepHaTa KIMHUYHA KapTUHA MoraT ja 0bJaT oOXBaHATH U Apyrd OOraTu Ha KJe3u
OpraHu M CHUCTEMH KaTO AMXaTeIHaTa, XpaHOCMMJIATeIHATa, OTAEIUTEIHAaTa CUCTEMH, TaHKpeac,
MYCKYJIU, HEpBHA CHUCTEMA U Jp.

CunznpombT Ha SjOQren Moxe Jia ce U35SBU KaTO CaMOCTOSITEIHO 3a00JIsiBaHe, HO B MOJOBUHATA
OT cilydauTe ce HaboJaBa MpU MAalMEeHTH, CTpajalld OT IPYrM aBTOMMYHHHU OO0JIECTH —
peBmaroujieH apTput, CJIE, 1epMaToMHO3UT/IOTUMHUO3HT, CKIEPOAECPMHUS U JP.

3a moCTaBsHE Ha TpaBWJIHA JUarHo3a € HEOOXOaWMO Ja ObJaT HampaBeHU CHeUPUIHI
umyHosiornunn u3cnenBanus (Ro-SS A , La SS B, ANA wu gap). Yecrto ce Hanara
OCBIIECTBSIBAHETO OMOIICHS Ha CIIIOHYEHA KJie3a U cuayorpadus, cenuGudHo u3cieaBaHe Ha
OYMTE U CI'b3HUTE kJie3u. CrieruarHo BHUMaHue ce oOpbllla Ha 3acsiraHeTo Ha JAPYTd OpraHu U
CUCTEMH IpH NMPOTUYAHETO HA OCHOBHOTO aBTOMMYHHO 3abossiBaHe. CuHApoMbT Ha ChOTpeH €

108



XPOHUYHO, PEIMIUBHUpAIIO 3a00JsBaHE KAaTO HA-uyecTO 3aTpyJHEHUS NPEAU3BUKBAT OYHHUTE
00JIeCTHU MPOSIBU M CyXOTaTa Ha yCTHAaTa JuraBuia. JleueHueTo ce HacouBa KbM OBJIAJIIBAHE Ha
IIPOSIBUTE Ha 3acerHaTh OT OOJECTHHUA IpoLEeC opraHu U cucreMu. [lpuarat ce oOMyanHuTe HE
crenupUYHA aHTUPEBMAaTUYHU cpeacTBa. KopTusoH ce usnon3sa no uskiodenue. OOnuvaitHo ce
mpwiarar I[penapatd YCWIBAIM CIIOHO M CBI3OTACIHSHETO M  M3KYCTBEHH CbJI3H.
NmyHocynipecopu ce umaT NpeIBH NIPU ONpeneseHu ciaydau. AKO cHHIpoMbT Ha ChOTpeH ce
BKJIIOYBA B KJIMHWYHAaTa KapTHHAa HA PEBMATOMJAEH apTPpUT, JYNyC, I€PMaTOMUO3UT U Iyru
CUCTEMHHM aBTOMMYHHM 3a00JIsIBaHUSI TepanusTa ce BOJM CHIJIACHO IpaBWJIaTa BaJUAHU 32
CBHOTBETHOTO OCHOBHO 3abossBane. Hamocineqpk B CBETOBEH IUIAH CE MPABAT OMMTHU 3a JICUCHHE
Ha 3a00JI51BaHETO U ChC OMOJIOTUYHH CPEICTBA.

Bujgose cungpom Ha Sjogren

e IIbpBHYeH — HEU3BECTEH MEXaHU3bM, 0€3 /1a UMa Jpyro 3a00JsiBaHe HAa ChbeJMHUTEIHATA
ThKaH. [IpnunHara 3a Bp3HMKBaHE Ha cuHapoMa Ha CporpeH e HensBecTHA. [Ipeanonara
ce, 4e Ha (hOHA HA TEHETHYHA NPEAPA3IOIOKEHOCT, HIKAKBB MPOBOKUpAI] (PaKTOp OT
OKOJHaTa cpeia OTKIOYBa 3abonsBaHero. JlokaszaresncTBa 3a  IEHETHYHATa
IIPEAPa3IoIOKEHOCT ca MO-ToJIsIMaTa 4eCcTOTa Ha 0O0JIeCTTa B HSIKOU CEMEHCTBA U YecTara
KOMOMHAIMsI Ha CUHJpOMa C APYrd 3a00JsBaHMs, 32 KOUTO ChILO € JJOKa3aHa FeHEeTUYHA
IIpeIpa3oyiokeHOCT. Bee ole octaBarT HEUM3BECTHU EBEHTYAIHHUTE (DAKTOPHU, KOUTO
IIPOBOKHMPAT aBTOMMYHHATA aTaka.

e Bropuyen — B Xxoma Ha napyru 3a0onsBaHHS (CHCTEMEH JIYyIyC €pUTEMaTro3yc,
pPEBMATOHJICH apTPUT, CUCTEMHA CKIIEPOIEPMHUS, XPOHUYEH XEMATHUT, TUM(POMH H Ip.)

JAnarHocTHYHN KPpUTEPUHA

ChbIecTBYBaT pa3iMyHU KIAaCU(PUKALMOHHU KPUTEPUH, KOUTO ca ce o(hopMMIM OT paboTHU
rpynu (KOMEHXareHCKH, SAMOHCKH, TPBIKHU, KanudopHUiicky, eBporneiicku). [lHec ce n3mnon3sar
Kputepunte Ha EBponeiicko-AMepukaHckaTa paboTHa rpymna, cb3aaaeHu npes 2001r.

1. O4Hu cunToMM (HaIMyKe Ha €MH OT W30POCHUTE TPH NMPHU3HAKA)

® CIKCAHCBHA CYXO0Ta B OUMUTC 3a MMOBCYC OT 3 MCCCIIa,

¢ peuuauBpaio Apa3HCHE KATO MMONaJaHC Ha IISICBK B OYHUTC,

® H3I0JI3BAHC Ha M3KYCTBCHU CHJI3U MMOBCUC OT 3 npTH JHCBHO,

2. CuMNTOMM OT YCTHATA KyXWHA (HATMYHME HA €IMH OT N30POCHUTE TPU NPU3HAKA)

® YYCTBO 3a CYXOTa B YCTaTa B IIPOABJDKCHUC HA ITOBCUC OT 3 MCECCIIa,

¢ pcuuaruBUpall UJIN MNOCTOAHCH OTOK HA CIIFOHYCHUTC KJIC3HU,

® YCCTO MPUCMAHC HA TCYHOCTH 11O BPEMC HAa XpaHCHC,

3. OuHu npu3HauM (HAIMYKE HA €HMH OT JBaTa MPU3HAKA)

e mosoxuTelNeH tect Ha Schirmer (< 5 mm 3a 5 MUHYTH),

e wuHjeKC >4 mo Metoaukara Ha Van Bijusterveld npu uszcnensane ¢ Rose-Bengal.

4. TIpu3Hamu OT CJIIOHYEHHTE KJIe3U (HaJudue Ha eIUH MOJIOKHUTEIICH OT H30pOCHUTE
3 npu3HaKa)

e CruHTUTpa]Us HA CIFOHYCHUTE JKIIE3H,
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e mapoTujHa cuanorpadus,

® HECTUMYJIMPAHO OTJEJSHE Ha CIFOHKA MO-MaJIKo OT 1,5 mut 3a 15 MunyTn

5. Ilono:xxkuTesieH XHCTOJIOTHYEH pe3yJiTaT

6. ABrtoanturtesa KbM RO (SS-A) w/unm La (SS-B) anTurena.

JlnarHo3ara mbpBHUYeH CHHAPOM Ha SJOQren e CMrypHa npu M3MBJIHCHU 4 OT 6 KpUTEpHH,

BKJIFOUMTEJIHO TOJIOKUTEIHA OUOTICHS WUJIM TMOJOXKUTENHU aHTuTena (kpurepuu 3-6), a npu 3

KpUTEPUU - BEPOSITHA.

JlmarHo3ara BTOPHYEH CHHAPOM Ha SJOJren e CMrypHAa NpH HAJIMYME HA JAPYrO CUCTEMHO

3a00JIsIBaHE HAa ChCAMHUTEIHATA ThKaH U HaJM4Yue Ha equH cumiToM (1-2) wiu 2 (3-6).

Kaunnyna KapTuHa

Ilpu nbpBUYHMS CHHAPOM Ha Sjogren ce HaONIOIABAT JIOKAJHHM (KCEPOCTOMHS U

KcepopTanmusi) U cucTeMHH NposiBu. CHCTEMHUTE MPOSIBU Ca MPEACTaBeHU B TaoII. 1.

ZII/IXaTeJ'IHa CHUCTEMaA

XpoHUueH OPOHXHUT

JIumpounuTeH UHTEPCTUIAIEH THEBMOHUT
[IceBnonumdom ¢ HOxyNapHU HHPUITPATH
JIumdpom

I1neBpasinu U3JIMBU

CromaiiHo-uypeBHH MPOSIBU

Hucdarus, acouunpana ¢ KCEpOCTOMHUS
ATpoduueH racTput

UepHoapoOHO 3acsraHe

bunnapHa nuposa

Cknepo3upali XOJaHTUT

KoxHu nposisu

Barunanna cyxora
Xunepriao0yaMHeMUuHa mypnypa (HeTpoMOOIIUTOIICHUYHA)
BACKYJIUT

EHnoxkpuHHYN NIpOsIBU Tupeonaur

Tupeonana qucyHKIms
[IposiBn oT OnopHO- | Muanrun
JBATaTEIHATa CUCTEMA Aptpanrun

Aptpur

Hesponoruunu nposisBu

Ilepucdepno HeBponaTHs
MHOXECTBEH MOHOHEBPUT

XeMaToJIOTUIHU IIposIBA

Heytponenus, anemusi, TpOMOOIIMTONICHUS
[TceBnomumdpom

JIumpom

Anrno6nacTHa JIMMIIageHONATHS

Muenom
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XeMaTOJIOTUYHHU MIPOSBU Heytponenus, anemusi, TpOMOOIIUTONICHUS

[Tcenomumdpom

Jlumpom

Anruo0nacTHa IUMIIaeHOIATHS
Muenom

[IposiBu oT otaenutenHara | TyOynouHTepcTuLnaieH HeQpUT

CHUCTCMa

I'nomepynonedput(iunca Ha antu-IHK)
CwMmeceHa KpHOTTIO0yTHHEMUS
Amunonnosa

OO6cTpykTHBHA HepponaTus

Backynut Ha 0B0peuHu apTepun
XHUIIOCTEHYPHUS

XUIOKaIHEeMHUs, TIIFOKO3YPHs
XHINepxXJIOpEMUYHA aliu103a

AJeprudHu MposBU Yprukapus

Makyio-narmyino3eH o0puB
Enem na Quincke

Actma

KoHTakTeH nepmarut

Crparerusi Ha TepanusATa
JleyeHneTo e mpOIBIKUTEITHO M MMa 32 11eJ1 J1a HaMaJld aKTUBHOCTTA Ha aBTOMMYHHUS TIPOIIEC U
1a 00JIEKYM CUMITTOMUTE Ha 3a00JIIBaHETO:
° IMOTUCKAHC Ha aBTOMMYHHMUS ITPOLICC, HAMAJIABAHC HAa BB3MAJICHUCTO U NPCAOTBPATABAHC
BB3HUKBAHETO HA YBPES)KIAHHS B 3aCETHATUTE OPTaHU

Moauduuupamu  GoJjiecTTa  aHTUPEBMAaTHMYHU  JieKapcTBa  (CUHTETUYHU
aHTUMAaJIApUITHK JIEKapCTBa, COJIM Ha 37aTOTO, MOTHCKAIIM UMYHUTETa JIEKapCTBa,
MOJ1yJIaTOpU Ha OMOJOTMYHHUS OTTOBOp U Ap). ToBa JiedeHrne 0OMKHOBEHO C€i1a0o
MOBJIMSIBA OIUIAKBAHMSTA, CBBP3aHU CHC CyXOTa M C€ MpHiiara MpH TEKKHUTE
(dhopmu Ha 3a00JIIBAaHETO ChC 3aCATaHE HA CTABUTE U BHTPEITHUTE OPraHH.
HCIIBa (aciupus, aukodeHak, CyIUHAAK, MHUPOKCHKAM, MEJIOKCHKaM,
HUME3YNUJ, IEeleKOoKkcuO u Ap.) 3a oOJexkyaBaHe Ha OOJKara M OTOKA BBHB
Be3maneHuTe Thkanu. HCIIBn Tps6Ba na ce u3mon3BaT BbB BBH3MOXKHO Haii-
HUCKH JI03H 32 Bb3MOKHO Hali-KpaTbK MEPUOJI OT BpEME.

KopTuxocreponaure ca MOITHO MPOTUBOBB3NAIUTEIHO CPEACTBO U MOTaT Ja ce
puemMar mIpe3 ycrara WIM KaTo HHXeKUMoHHa ¢opma. Te ce mpuiiarat 1o
OIpEeJIeIEH! CXEMH, KOUTO C€ CTPEeMST JAa YNOoTpeOsBaT Bb3MOXKHO Hall-HUCKU
JIO3M 32 Hall-KpaThbK MEPUO]I OT BpEME,

AHTHMAJAPUIHHUTE JeKapcTBa (XUAPOKCUXJIOPOKBHUH), 3JIATHUTE TpermapaTd U
HMTOTOKCHUYHHTE JIeKapCcTBa (MMYHOCYNPECOPH - a3aTHUONPUH, LuKIopochamus,
nuknocnopud, MTX u 1p.) moTUCKAaT aKTUBHOCTTA HA aBTOMMYHHHS TPOLEC H
OOMKHOBEHO ce€ mpujarar npu Hal-TeXkuTe (OpMHU Ha 3a00JSBAHETO CbHC
3acaraHe ¥ Ha APYTd OpraHU U3BEH CIB3HUTE M CIIOHUYEHU Kie3u. [lanmenture
TpsiOBa peOBHO /1a C€ MOHUTOTHUPAT.

o (OO0OexyaBaHe HA CUMIITOMUTE
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n30sirBaHE Ha JIeKapCTBa, KOUTO OOE3BOAHSABAT OpPraHM3Ma (IMYypeTHIM, OcTa
OJIOKepH,  AHTHUICTIPECAHTH, AHTUXMCTAMHHM, Ha3aJlHH JICKOHTECTAHTH,
MEPOPATHUA KOHTPAIICTITUBH, AaHKCHOJIUTHUIN U JIP.)

o0JieKuaBaHE Ha CyXOTaTa B OYUTE - U305TBa Ce MPECTOsI B TIOMEIICHUE ChC CYX,
3aJMUMEH BB3/yX, U305TrBa ce TIOTIOHOIYIICHETO; MpUjlaraT ce M3KYCTBEHU ChI3U
U OBJIAXHSBAIIY MEXJIEMH 3a Ipe3 HOIITAa, KAKTO M OYHH KAaIKU ChIbPIKAIIU
UKIIOCTIOPHH.

JlokaaHOTO MpHIOKeHHE Ha anda-TuHojaeHoBa kucenuHa (alpha-linolenic acid),
OT Trpymnara Ha oMera-3 MacTHHTE KHCEIMHHU, MMa IIOJIOKUTENeH eQeKT 3a
OT3BYYaBaHETO HAa CHUMIITOMHTE OT IMOJISKAIIUTE BH3MAIUTEIHH MPOMEHU TIPU
CHHJIpOMA Ha CyXO OKO.

[Tpu Ham4me Ha MHPEKIUS — JIOKATHO KOPTUKOCTEPOU I U/WUITH aHTHOUOTHIIH.
XupypruuHo jedeHue (MMIUIAHTUPAHEe HA CHHTETUYHH OOTYypaTOpH Ha CI'B3HUTE
KaHAJIYeTa, C [eJI ChXPaHEHUE Ha MaJIKOTO IPOU3BEICHA COOCTBEHA ChII3a).
o0JieKuaBaHe Ha CyxoTaTa B ycTara - TpsiOBa /Ja ce mpueMar rojsiMO KOJHYECTBO
TEYHOCTH, JIa C€ MOIbpXKa BUCOKA BIAXKHOCT HA BB3JyXa U Jla C€ Cla3Ba MHOTO
no0pa ycTHa XHWTMEHa; Mpuiiara ce M3KyCTBEHA CIIOHKA M THacTh 3a 360U 0e3
JICTErPreHTH; CTUMYJIUPAaHE Ha CIFOHYHUTE HKIIE3U MOXKE JIa C€ OCBIIECTBH 4Ype3
IbBYCHE HAa IBBKU 0€3 3axap, MIMICPUHOBH JIHBKH, IMHMCHE HA JIMMOHOB COK 0e3
MOJICJIAJIUTENH, )Ka0ypPEeHE ChC CIICIUAIHU PAa3TBOPH H JIp.

JlekapcTBa CTUMYJIMPAIIH CIFOHYHATA CEKPEUs KaTo MUJIOKAPITUH U [[EBUMEIIHH;
TE3W JIEKapcTBa He TpsiOBa Jia ce mpujiaraT MpH HAJIMYHE Ha ChPACYHO-CHIOBH
3a00JIsIBaHMsI, aCTMa MIIK TIIayKOMA.

J1oOpu pe3ynrTaTH ce choOIaBaT OT MPUIIATAaHETO HA OJIMO C BUCOKO ChIIbPKAHUE
Ha BUT. E.

HaBpeMeHHO W TIpaBWJIHO JieueHHWE Ha YecTuTe HH(pekuuu (OaKkTepuaiHu U
IrbOMYHM) HA YCTHATa KyXUHa, 3b0HUS KapHuec U 3a00JsBaHUsATa HA BEHIIUTE.

3a oOlleKuaBaHE CyxOTaTa W 3alylIBaHETO Ha HOCA C€ M3IOJI3BAT CHpeHoBe
ChJIbPKAIM COJH, a He OOWYAHWTE OTHMYyIIBANIM KallKW 3a HOC, Thi KaTo Te
W3CyIIaBarT JIMTaBHUIIaTA.

3a TPeoJoJIsIBaHE CyXOTaTa Ha KOKaTa ce HM3MOJI3BaT Pa3IMYHHM OBJIAKHSBAIIN
KpEeMOBe.

3a CyXOTaTa BbB BIATAJUIIETO CE MPHJIAraT OBJIAKHSIBAIIA KPEMOBE.

HapaJ'ICJ'IHO CC JICKYBAT MNpUAPYKaBAIIUTC CHUHAPOMA Ha CLOFpCH 3a6OJ'IHBaHI/I$I, KaTO TUPECOUIUT
Ha XaHII/IMOTO, J'II/IM(l)OM N CUCTCMHHUTEC ChbC€AMHUTCIIHO-ThbKaHHU 3a00IIBaHHUS.

Jleuenue

He chiiectByBa crieruduyHo jedeHue 3a cuHapoMa Ha ChOTrpeH, 4pe3 KOETO Jla Ce MOCTUTHE
MEPMaHCHTHO Bb3CTAHOBSIBAHE Ha JKJIe3HATa cekpenus. [IpoBexka ce JiedeHne Crope]] Boemara
KJIMHUYHA KapTUuHa U OMBa CUMIITOMAaTHUYHO U nogaAbpPIKAIIO:

CHUMIITOMAaTHYHO JIEUEHUE

1. JleyeHue Ha KCEpOCTOMHSATA
[IpodunakTrka u 1eyeHue Ha 3LOHUTE KApUECH.

1.1.
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1.2. Crumynupane Ha CiIIOHUEHaTa cekpenus — ¢ (usnonornyHa (IbpBka 0Oe3 3axap,
6onbO0HM) U papmakosoruyHa ctumytanus (pilocarpine, bromhexine, cevimeline

1.3. Jleuenue Ha opamHaTa KaHAMUI03a.

1.4. 3amecrtuTenu Ha CIIOHKATA.

2. JleyeHue Ha kcepodTaamMusaTa

2.1. 3amecturtenu Ha CHIBUTE (U3KYCTBEHU CHII3H)

2.2.  OsnaxkHsBaIIM rejioBe, Chabpkamniu Sodium hyaluronate

2.3. CobxpaHeHHe Ha CI'b3HATA CEKPEIs

2.4.  TlporuBoBb3nanurennu cpeacrsa — HCIIBi, kopTukocteponau, cyclosporine A

2.5.  CrumynupaHe Ha CTb3HATA CEKPEIUsl.
MeTtoauTe 3a Jed4eHHEe Ha CyXO OKO Ca pa3jIMYHU B 3aBUCUMOCT OT TE€KECTTa Ha ChCTOSHHUETO:
MPUJIOKCHNE Ha M3KYCTBCHH CBJII3H, TEJIOBE, OBJIAKHSABAIIM KaMepH, KOUTO MOrar Ja ce
M3MOJI3BAT TOJIKOBA YECTO KOJIKOTO € HEOOXOAUMO, B 3aBUCUMOCT OT TEKECTTa Ha OIJIAKBAHUATA!
oT 1-2 mbTH HaA AEH 10 HAKOJKO MbTH Ha 4yac. [Ipu Hal-TeXKuUTE ciaydyau ce MMILIAHTUPAT
CUHTETUYHU OOTYpaTOpU Ha CIB3HUTE KaHAIYETa, C 1IeJl ChbXPaHEHHWE Ha MaJKOTO MPOU3Be/eHA
coOcTBeHa chi3a. Criope HSIKOW POyYBaHUs, TOMMKAIHOTO MpUjIarane Ha cyclosporine, KOMTo
yBeJIMYaBa HaTypallHaTa MPOAYKIMS Ha CHJI3UTE, BOJIU 10 MOAOOpsSBaHE HA CHHIPOMA Ha CyXO
OKO, HE3aBHUCHUMO Jajli TOM € u3pa3eH B ciaba, cpeaHa WM TEXKa CTerneH. JIoKamHOTO
npuiokeHue Ha anda-nmuHoneHoBa kucenwHa (alpha-linolenic acid), or rpymara Ha omera-3
MAaCTHUTE KHUCCIIMHU, WMa IIOJIOKHUTENICH €(PEeKT 3a OT3BYYaBAHETO HA CHMIITOMHTE OT
MOAJNIEKAIUTE BB3MATUTEIHA MPOMEHH IpPU CHHIpPOMa Ha cyxo oko. [lpumarar ce u Tomau
KOMITPECH — TIOCTaBs C€ TOILIA, BlIaka Kbpra 3a 10 MUHYTH BBPXY KJICTIAYUTE BEIHBXK HA JICH.
[Tpunara ce u xugpokcunponun nenyinosa (Lacrisert), KOATO ce MOCTaBs B JOJHUSA BbTPEIICH
BI'BJI HA OKOTO. llpM HeEmoBNHMsSBaHE C KOHCEPBATUBHO JICUYCHHW CE TMPUIIAraT XHPYPrHUSCKU
METOJIH, TIPU KOUTO C€ 3aTBAPAT CIB3HHUTE KaHAIU OMEPaTHBHO, KOETO BB3MPEMSTCTBA CHI3UTE
Ja oTHBAT B HOca. MiMa W HOBa, JMIO30MHA Tepamus 3a JICYeHHe Ha cyXoTo oko IlociemHute
TOJUHHU Ha Ta3apa ce IMOSBUM HOB JUIMO30MEH MPOAYKT 3a ,,CyX0 OKO*“ moj ¢dopMaTa Ha OYEH
copeil. Tolt chabpika JTUMO30MU OT COEB JICUTHH, KakTO U BUuTaMuuu E u A. CripesT u30srea
HeynoOcTBaTa, CBbP3aHU C MPUJIATaHETO Ha TPAJAULIMOHHHUTE KallKH 3a ,,CyX0 OKO", Thi KaTo ce
MpbCKa BBPXY 3aTBOPEHU Kiienaun. [Tokpaii kiienaqaus pp0 ChABPIKANIUTE CE B CIPEs JTUTIO30MHU
CE CMECBAT C €CTECTBEHUTE JIMMH/IU Ha CIB3HUS QUM U TO CTaOUIU3Upar.

[laToreHeTnyHo JsiedyeHue (c1abo MOBIMSABA OIUIAKBAHUATA, CBBP3aHU ChC CyXOTa M CE€ Mpuiara
MIpU TeXKUTE(HOPMHU Ha 3a00JISIBAHETO ChC 3acsraHe Ha CTABUTE U BHTPEIIHUTE OPTaHH)
Antumanapuitau nexapcrsa (hydroxychloroguine)

Koprtukocreponnu (BbB Bb3MOXKHO Hali-HUCKH JI03H 32 Hal-KpaThK MEPHOJT OT BPEME)
Nmynocynpecopu — cyclophosphamide, azatioprine, cyclosporine A, MTX

Couu Ha 312TOTO

MoayaaTopu HA OMOJTOTUYHHSA OTTOBOP

HCIIBn 3a o6ekuaBane Ha OoyikaTa TpsIOBa J1a C€ M3MOJI3BAT BHB BH3MOXKHO Hal-HUCKHU
703U 3a Hal-kparThk mepuon ot Bpeme (aspirin, ibuprofen, diclofenac, sulindac,
piroxicam, meloxicam, nimesulide, dexketoprofen, celecoxib).

N G~ W
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Yacr Tpera

KOCTHA ITATOJ0OT'UsA

OCTEOIIOPO3A (mo MKbBb xox M80 u M81)

I. lepununms

Ocreonopozata (OII) e cucremHO ckeneTHO 3a00isgBaHe, XapaKTEPU3UPALIo Ce C ITOHMKEHA
KOCTHa Maca W HapylIeHHe B MUKPOApXHUTEKTypaTa Ha KOCTHATa THhKaH, BOJACIIM JIO0 MOBHIICHA
YYIUTMBOCT Ha KOCTUTE U pUcK oT ppaktypu (Koncencycna kondepenmus va C30, 1993 r.).

I1. Enugemuosorus

Ocreomnopo3ata ¢ decto 3aboinsBaHe. Enqna ot Bceku 3 sxeHH Ha Bb3pacT Haj S0 TOAMHU IIe MMa
ocreornopo3Ha (pakrypa, kakto u 1 Ha 5 Mbxke. 200 MIIH. )KCHH ca 3acerHaTuTe OT OojecTTa B
cBera. Besika Tpera KeHa M BCEKM IMETH MBXK BBB Bb3pacTTa Hajx 50 T. ca 3acTpameHu ot
ocreoriopo3a. Ilpenmomnara ce, e B bwarapus 317 000 >xeHu ca ¢ ocTeomnoposa, a Te3U C
ocreorieHus ca 504 000. ToBa o3nauaBa, ye 00110 0k010 820 000 OBATAPKK UMAT MTOBUIIIEH PUCK

oT (hpakTypu.

. OII 3acsra okoso 75 munmona ngymu B EBpona, CAILL u SAnoHus.
o Oxono 9 MuIMoOHa yIIK TOJUIIHO MOJTy4YaBaT HOBU OCTEONOPOTUYHU (ppakTypu

— 1.4 MunmoHa ca KJIMHUYHO MPOSIBEHUTE BepTeOpaTHU PpaKkTypH
— 1.6 munuoHa - 6epenute GpakTypu
— 1.7 munuoHa - QpakTypu Ha KOCTUTE Ha PBIETE.
. Ouaksa ce 10 2050 r. yectorara Ha OefpeHnTe PpakTypu B cBeTa fga ce yBenuuu ¢ 310%

pu MbxeTe U ¢ 240 % rpu xeHuTe.

Bunose ocreonoposa
[TepBHYHA OCcTEONOpPO3a
Ha mppBHruHaTa ocreonoposa ce naga Haxa 95% oT ciydaute npu keHuTe U nmoseue oT 80% mpu

mbxke Hax 70 roguan. TS ce menu Ha:

1. IlocTmeHomay3ajlHa € OCTEONOpo3aTa, KOATO HACThIIBA BCJIEACTBUE HA OTIA/IAHETO Ha
situnukoBata (yHKuua. OCHOBHa MpUYMHA € OBP30TO HaMalsiBaHE Ha €CTPOTEHUTE MpU
MeHomay3ara. [locTMeHomay3anHaTa OcCTeonopo3a ce cpelia Mpu JKeHH Ha Bb3pact 50-65
TOOUHHU. XapaKkTepus3hpa ce C YCKOpEeHa KOCTHa 3ary0a, OCOOEHHO B paHHUTE TOJWHU Ha
KImMMakca. Yectu ca GpakTypuTe Ha KUTKA U MPEIUICHH.
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2. CenmHaTa OCTEONOpO3a Bb3HUKBA IIPU KEHUTE U MbKEeTe Ha Bb3pacT Haj 70 roauHu. Tazu
(dhopma Ha ocTeonopo3ara € CBbp3aHa ¢ MPOMEHHU, CBbp3aHU ChC cTapeeHeTo. OCBeH nepHUIuThT
Ha XOPMOHHM, 3HAYCHHUE MMa M HaMaJICHHUS MPUEM Ha Kadluid M BUTaMUH D, abiDKaml ce Ha
HaMaJICHOTO MM ycBosiBaHe. OcBeH (pakTypuTe Ha MPENIICHH M KUTKAa ca YeCTH U Te3U Ha
OelnpeHara KocCT.

3. FOBeHuHaTa 0CTEONOpO3a € psAKa U Ce Cpellla MpHU Jela 1 MiIajJu Xopa OT JiBaTa roJja.
BropuuHaTa ocTeomopos3a

Ts e npuurHEHA OT MOTISKAIIO 3a00JIIBaHe, TePUITUTHN CHCTOSIHUS WM ITPUEM Ha JISKapCTBa.
[IpyumHUTE 3a BTOpHMYHA OCTEONOpPO3a MOTaT jJa ObJAT MHOTO - XpPOHMYHA OBOpedHa
HEJIOCTAaThYHOCT, XOPMOHAJIHHM HapymieHus: (cuHapoM Ha KymuHT, XumneprapaTHupeouIn3bM,
XUNEPTUPECOUIU3bM, XHUIIOTOHAIU3bM M 3axapeH auabeT), CTOMAIIHO-YPeBHU 3a00JIsBaHMUI,
PEBMATOHUICH apTPHT, JIYITYC EPUTEMATOIEC, JICBKEMUU/TUM(POMH, MHOKECTBEH MHUEIIOM H JIp.
[IpoabmxkuTenes npueM Ha HIKOU JIEKAPCTBA MOXKE Ja JIOBEAE 10 BTOPUYHA OCTEONOpO3a -
KOPTHUKOCTEPOUIY, AHTUKOHBYJICAHTH, MMYHOCYNPECOPHU, XOPMOHHM HA UIMTOBHJHATA KJIE3a,
CTEPOUIHA XOPMOHHU, AHTUTICUXOTHUIH, TUTHH, MTX, aHTHalMIU ¥ UHXUOUTOPHU HA MPOTOHHATA
oMIa MOoraTr Jla HaMaJliT KOCTHaTa IUIBTHOCT WM Jla yBeIW4aT pHUCKa OT (pakTypH.
3noynorpeba ¢ anKoxoJl WM KOHCyMalusATa Ha KOPEerH U MylIeHe Ha [Urapu MOXe J1a BIIOILIN
ChILIECTBYBAIlla OCTEONOPO3aTa.

CuMNTOMH Ha 0CTEONOP03aTa

Ocreonopo3ara € HapedeHa “‘TUXHMSAT Kpaiel’, 3alloTo KOCTHaTra 3aryba mnporuya 0e3
OIJTaKBaHMs. BOJIKUTE ce MOsBSABAT, KOraTo ca HAJIHUIE MUKPOQPAKTYpH HA NPEHUICHHUTE Teia,
MpOsIBABAIIA ce€ ¢ OOJKM B I'bpOa, KOMTO CE€ YCHJIBAT MPH CTOCHE INPaB M CE YCIOKOSBAT B
JIETHAJIO TIOJIO’KeHWe. HamansBaHeTo Ha KOCTHaTa Maca Ha NPENUICHHTE MOXE Ja JTOBEIE 10
CMaYKBaHETO UM (KOMIPECHOHHH (PpaKTypH), CIOHTAHHO WM ciiefl jgeka TpaBma. Okono 70% ot
npeuuieHHUTe (QpakTypu ca 0e3CHMIOTOMHH, KOETO 3aTpy[IHSBAa paHHaTa UM Auarsosa. Haii-
yecTUTe (PpakTypH ca B 00JacTTa Ha MPELUUICHUTE U 'bueBaTa KOCT Ha pbKarta, a Hail-TexkaTa e
B o0nacTTa Ha OeipeHara ImuikKa.

II1. Inarno3a na OII

Nzmepsanero va KMII ¢ nBoiiHoeHepruitna pentreHoBa abcopobimometpus (Dual-energy X-ray
absorptiometry, DEXA) ocTaBa 31ateH cranaapt 3a auaraosa Ha OIl mpeau HacThIIBaHETO Ha
¢pakrypute. Ilpu TO3M MeToj ce M3MepBa KOCTHAaTa IUTBTHOCT Ha TPpbOHAYHMS CTHIO U
tazo0eapenara craBa. KMII, uzmepena upe3 DEXA, ciyXu ChIIO 3a OLleHKa Ha (PpakTypHHS
PHUCK 1 MOHUTOpHpAHE Ha e(eKTa OT JIEYEHUETO.

Hedbununus va C30 3a nparoere Ha KMIT (13mepena ¢ nentpaiza DXA):

"  HOpMAaJHa: T-score >-1.0 SD
= ocreoneHus: T-score<-1.0SD >-2.5SD
= ocreomnopo3a: T-score<-2.5SD
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"  TEXKa ocTeonoposa: T-score < -2.5 SD u npexuBsHa ocreonopoTnyHa Gppakrypa

Yarpa3BykoBo u3cjieBaHe — Ha pbIE U NeTa € CKPUHUHTOBO M YCTAHOBSBA PHUCKA OT
ocreonopo3a. Komn4ecTBeHUAT yATpa3ByK € CPEACTBO 3a OIleHKA Ha (PAKTYPHHS PUCK U TTOI00D
Ha Kanauaatute 3a neHtpanHa DEXA. Toli He Moke Aa ce M3Moi3Ba 3a JUMAarHoCTHMKAa Ha
OCTeoIopo3aTa, HO C€ IPErnopbuBa KaTO CPEACTBO 3a IMMbPBUYCH CKPUHHHTU M € IOKa3aTelsl 3a
cTeneHTa Ha GpaKTypHHUSI PUCK.

KoanuecrtBena kommiorspHa Tomorpagus (Quantitative computed tomography, QCT) e
Pa3HOBUIHOCT Ha KOMIIOTbpHaTa ToMorpadus. C MeToza MOXe Jla Ce perucTpupa MUHEpaIHaTa
KOCTHA TUTBTHOCT Ha BCSAKA €HA 4YacT OT TsUI0TO. Tst Moke na Obae HeHTpasiHa (MPelnuieHn) U
nepudepna. Ilepudepnara kommyectBeHa kommorbpHa ToMorpadus (pQCT) e um3cnensane,
KOETO ce MPOBEX A PAIKO U € CKBII0, U3MOJ3BAT C€ MO-BUCOKH JIO3U Ha paJHalys 1 € ¢ TOMalka
ToyHocT 0T DXA.

BuoxuMu4Hu M3c/IeIBAaHUS 32 ONpe/ieNsiHE Ha ChABPKAHUETO Ha Kanuus, ¢pocdopa U Kanuii-
peryiaupamnuTe XOpMOHHU B KPBBTA.

Juarno3a OIl Moke na ce mpueMe M NPH HAIMYHA  OCTEONOPOTHYHA (HHCKOCHEPrHIiHA)
¢bpakTypa, ycTaHOBEHA IIPH IMperJiea Wi MOTBhPCHA Ype3 MEIUIIMHCKA JOKYMEHTAITHSI.

IV. Ouenka Ha ¢ppakTypHusI pUCK
Orenkara Ha (paxtypaust puck FRAX (Fracture Risk Assessment Tool) e kommoTspHO-0a3upaH
airoputeM  (http://www.shef.ac.uk/FRAX), paspabdorer ot C30. Toii BKIOYBA 3HAYCHUETO Ha

KMII u gpyru KIMHUYHM PUCKOBU (akTopu B IM(pOB M3pa3 3a oueHka Ha 10-roaumiHara
BEPOSITHOCT 32 HACTHIIBaHE HA 3HAYMMa OCTEONOpOTHYHA (pakTypa (Oeapo, KITMHUYHA BepTeOpaliHa,
paMeHHa KOCT WM mpenMmuiiHuna) ¥ 10-roguirHata BEpOSTHOCT OT OelpeHa (pakTypa NpH
narentu ¢ Ol

B noBeuero HammoHanmHu pbKoBOJICTBa FRAX e mpenopbsuBaH MeTON 3a OLEHKA Ha (hpaKTypHHS
PHUCK M € BKJIFOYEH B MHIUKALIMUTE, ONpeessIii He00X0IMMOCTTa OT (hapMaKoJIOTMYHa Teparnus Ha
OIL

N3nomsBaiiku FRAX kankynarop, ExcieptHuar csBeT onpeaens 10-roauimHus puck oT rosisma
ocreonopotuyHa ¢paktypa ot 10% kato HuCHK, 10-20% — KaTo CpeneH pPHCK, U MPH MOBEYE OT
20% wumu T-ckop mo-mairbk UM paBeH Ha —2.5, uian anamHesa 3a OIl ¢pakTypa — KaTo BHCOK
PUCK.

V. IIpopuiakTuka u JiedeHHEe HA 0CTE0IN0Po3aTa
1. Ilpopuiaakruka
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OcHOBHH 11eJTH
e [locturane Ha onTUMaIHa MMKOBAa KOCTHA Maca B MJlajia Bb3pacT

e [loBnusBaHe Ha pUCKOBHUTE (PAKTOPH, MMAIM OTHOLIEHHE KBbM KOCTHAaTa Maca,
KaueCTBOTO Ha KOCTTa WM 4YecToTara Ha [aJaHusgTa - OIPaHM4YaBaHE Ha
HEOJIaronpusATHOTO BIMSHHUE HA MOJUICKAIIUTE HA NMPOMSHA PUCKOBU (AKTOPH U
yBelIM4aBaHE Ha MPOTeKTHUBHHUTE (akTopu. OCHOBHA € pOJIATa HA XPAaHEHETO U
JBUTATEITHUS PEKUM.

2. Crtparerusi Ha TepanusiTa
HN300pbT Ha JIeKapPCTBO 3aBUCH OT cJieJHUTE GaKkTOpH:
e Ilox
o Calcitonin, estrogen, estrogen agonists/antagonists u ibandronate ce m3nomnssar
camo MpH KEHU
o Oudocdonaru, denosumab, u teriparatide ce U3MOA3ZBAT IPU KEHU U MBKE
e Bwn3pacr
e HacrbnBaHe Ha MeHONay3a
o IlpuHnmIHO, MpeMeHONay3aIHUTE KEHU HE TpsOBa Ja TMpuUeMaT JieKapcTBa 3a
JIYEHUE Ha OCTEOI0pO3a
e Texect Ha ocTeonopo3ara
e Jloaaexany 3a009BaAHUA
o IlepcoHajHM MPeINOYUTAHUS
Cnopen uzuckBanusta Ha H30K neueHueTo ce Ha3HayaBa OT PEBMATOJOT WM €HIOKPUHOJIOT.
Ha neuenne xpm H30K ca camo marnmenTtu ¢ T-score ¢ wnu mnox /-2,5/, usmepen Ha DXA Ha
[EHTPAJTHU MECTa - MPEIICH! WK OeIpeHa nika.

3. Jleuenmne
OcHoBHa nea — J[a ce npeoTBpaTH Bb3HUKBAHETO HA (hpaKTypH.

Kanuuii u Buramun J{
e He TpsAOBa J1a ce MU3IMOI3YyBaT CaMOCTOATENHO 3a jJeduenne Ha Ol
e 3aeMaT BaXHO MACTO KaTro ChI'BTCTBYBAIlM CpPEACTBA KbM OCHOBHaTa
AHTHOCTEONOPOTUYHA TEPATIHSL.
3a Bcnuku nanueHTy ¢ OlI ce mpenopruBa MuHMMaNIeH nHEeBeH npueM Ha 1000 mg kamnwmii, 800
Ul Butamun D u 1 g/kg TenecHo Terio 6enThk (ChUeTaHO OT XpaHaTa U ¢ JT00aBKH).
Buramun /{
e Hal-JOCTHIHUAT KJIIMHUYEH MOKa3aTell 3a cTaTyca Ha BUTaMUH /| e cepyMHOTO HUBO Ha
250HD. Konnenrpamun wa 25(0OH)D <30 ng/ml (75 nmol/L) ca wunmukatop Ha
HEJ0CTaThYHOCT.
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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,
MajabcopOius go3ata Moxe Aa ce mosuiu 10 2000 1U/qaeBHo BuTamMuH /1.

[Ipenapatute BuTamut J| ca mocteiHu B aBe dopmu - Butamun [, (ergocalciferol) u Buramun
I3 (cholecalciferol). Tlpunarar ce u nepuBature Ha ButamuH J[- alfacalcidol u calcitriol.
[TpoGieMbT TPU TAX € MO-BHCOKHAT PUCK OT XHUIEPKAIIMEMHUS U XUICPKAIIHYPHUs, 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 BaXKHOCT € JONBJIHUTETHHUIT mpueM Ha Buramuu D. Tlpu
nepuut Ha But. D ce npenopruBa gaeBeH npuem Ha 3000-4000 [U/nHeBHO 32 0K0JIO 2 Mecera,
nocneaBanu ot 1500-2000 IU/nHeBHO B MpoabIKEHNE HAa TOIUHHU.

Buramun K2

Wrpae BaxxHa poJisi B KOCTHUS METAaOOJIM3bM, KaTo MOTUCKA OCTEOKJIAcTHATa JU(epeHIranus 1
[OJIIOMara ocTeo0JlacTHaTa MaTypalus M aKTHBHOCT, CHHTE3a Ha OCTEOKAJIIMH M HEeroBara
KapOoKcuianus, KOETO OCHUIypsiBa CBBP3BAHETO HA  KallMs M TPAHCHOPTHUPAHETO MY OT
KpBbBOOOpALIEHHETO KbM KOCTHUS MaTpukc. [Ipenoppuntennure gHeBHU 103U ca 45-75 mcg.
Wma cuntetnunn u HatypanHu ¢opmu Ha Butamun K2 (menakmHon). Harypamnure
NPUTESKABAT peaulia NpeAuMcTBa (MO-IBJIBI OUOJOTHYCH IOJY)KHUBOT, MOCTOSHHH CEPYMHHU
HHMBa, JIMICAa HA OTPULATENHO B3aUMOJCHCTBHE C aHTHKoarynanTtH). ChllecTBYBaT W
KOMOMHUpAaHU TIpernapatd, ChAbpXKamu Kanuuii, ButamuH J{ u ButamumH K2 B
MIPENIOPBUUTEIHUTE JHEBHU J1O3H.

Haii-o0mo nekapctBata 3a ocTeomnopo3a ce JeliT Ha aHTUpe3opOTuBHHM /Oudochonary,
nenozymad, SERMs/, kocTousrpakaamiy.

Nuxudutopu Ha KOCcTHATa pe3opouus

budocponaru

Karto 3maten craHmapT B JIEUEHHETO c€ Tpuema rpymnara Ha OudochoHaTUTE, KOUTO ca
KJITAaCHYECKH aHTUPE30pOTHBHHM JieKapcTBa. JlekapcTBeHUTE UM (DOPMU Cca Pa3InIHH: TaOJIETKH 32
cenmuuen (alendronic acid) u meceuen npuem (ibandronic acid), a cwiio u Gopma 3a BEHO3HO
NpUIIOKeHHe Ha Bceku Tpu Mmecena (ibandronic acid).

budoconature ca xumMHueckdM CTaOWJIHM JepuBaTH Ha HEOpraHuuHus nupodocdar,
cpabpkamy P-C-P Bpp3ka. Te ce xapakTepu3upar ¢ BUCOK apUHUTET KbM KOCTHOTO MUHEPATHO
BEIIECTBO, TNpeQepeHIInaTHO HaTpylBaHE B MeCTaTa Ha aKTHBHO KOCTHO pPEMOJICIIMpaHe U
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. CehimecTByBa U B KOMOWHAIuUs ¢ BUTaMuH [ —
2800 u 5600 UL.

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 IO
OTHOIICHWE NpeNOTBparsBaHe Ha BepreOpanau ¢paktypu. EdexTsT 1o oTHOIIeHHe
IIpeOTBpaTsABaHe 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 € q0Ka3aHa TAXHATa BUCOKA €(PEKTUBHOCT OTHOCHO PEAYKIMATA HA PHCKA
OT BepTeOpanHu u HeBepTeOpannu ¢paktypu. Ilpu Bcuuku Tsax (6e3 ibandronic acid) e
YCTaHOBEHO HaMaJIeHHe M Ha PHCKa OT CYyIBaHUs Ha OexpeHara mmiika. Jleduenuero ¢ BO Boau
1 JI0 IporpecuBHO yBenudenne 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 BH3MOXHOCT IIPH:

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 (MarMeHTH, MpUeMaIy > 5 mg/aH. prednisone Uik 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, nnanupamiu 6peMeHHOCT, OpEMEHHH MU 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 donect
L4 HaHI/IeHTI/I, KOHUTO HC MOrar Aaa CTOAT IpaBH ITOHEC 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 noiayyaBaT ocTpodazoBa
peakius (mpexozeH (eOpPUIMTET, aTpAITHd, MUAITHH, TJaBOOOJHE, TPHIIOMOANOHU
CHMIITOMH) IIPU IbpBaTa HHPY3Us Ha a30T-Chabprkan] bd. YecToTara HamaisBa moBeye
oT 50% 1pH BCSIKO clieABAILlO BIMBAHE.

e OuHo Bb3NANICHUE (KOHIOHKTUBUT, YBEUT, CIIUCKICPUT M CKICPUT) — OTHOCHUTEITHO PSIIBK
cTpaHuueH eekT, HaOIo1aBalll Ce U IpU OpPaTHO U MHTPABEHO3HO NPUIIOKEHUE.

e Jlpyru NOTEHLUAIHU YCIOXKHEHUS OT JeueHrero ¢ bd - npasHeHe Ha TOPHUTE OTIENU Ha
racTpO-UHTECTUHAIHUS TPAKT, e30(arcaliHu YIIepalun, pak Ha XpaHompoBoia (mpu
OpaJHO TPHIIOKEHHE), U3pa3eHa MYCKYJITHOCKeNIeTHa O0JIKa, XUIOKAIIHEMHs, OOpHBH,
cyOTpoxaHTepHH QpakTypH (IIPU MPOIBIIKUTETHO MPUIOKEHHE).

Karo msmo B® ce xapakrepusupar ¢ OnaronpusiteH npodun Ha Oe3omacHocT. CTpaHHUYHUTE
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 aHTUTsIO 1gG2, MpoM3BeACHO B KIEThUHA JIMHHS OT
003alfHUK (KJIETKH OT AWYHUK Ha KUTalcKu Xamcrep) upe3 pekomObuHantHa JJHK Ttexnonorus,
HAacOYEHO Cpellly JIMTaHAa Ha PelenTopHUs akTUBaTop Ha HykjeapHus (axtop kB (RANKL),
koeto mpenorspaTsaBa B3aumojercTteueto Ha RANKL ¢ RANK, HeroBus penentop BBpXY
ocreoknacture (OK) wm texnmure mnpekypcopu. [lo To3m HaymH ONOKMpa y3psSBaHETO,
mudepeHnmanuaTa, (yHkuuiaTa U npexuBseMmocrta Ha OK, koeto Boau 10 e(eKTHBHO
MOTUCKAaHE Ha  KOCTHaTa pe3opOuus, Obp3o mnoBumenue Ha KMII u penykmus Ha

octeonopo3Hute ppakrypu. Mma nokazan edekt BbpXy TpabekynapHaTta M KOpTHKaIHAaTa KOCT.

B 3-romumnoro perucrpauronHo npoyuBane FREEDOM e ycraHOBEHO CUTHH(QHKAHTHO
HamaJieHHe Ha npeuuieHHuTe Gpaxktypu ¢ 68%, Ha HeBepTeOpatHuTe — ¢ 20% u Ha OeapeHuTe —
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¢ 40%, B cpaBHeHue ¢ wiane6o. IlpoabmkaBamiara epeKTUBHOCT BHB BPEMETO Ha Ta3u Tepamus
€ JoKazaHa oT u3HeceHute npe3 2013 roauHu §-TOAMIIHU PE3YIATaTH OT MPOABIDKEHUATA Ha
FREEDOM, kouTo moka3Bar HenpekbcHato nopumicarne Ha KMII wa npeuwmienn (16,5%) u
oeapo (6,8%).

Wunnkanuu

e JleyeHne Ha OCTEONOpO3a NPU KEHH B TOCTMEHONAy3a M IMPH MBXKE, U3JI0KEHH Ha
MOBHIIEH PUCK OT (pakTypH. Ilpu >xeHn B mocTMmeHomaysa, Prolia 3HaunmMo HamansBa
pucka OT (pakTypu Ha TMpelIeHUTe, HENpeluuleHHu (pakTypu M (QpakTypu Ha
Tazo0eqpeHara CTaBa.

e Jleyenue Ha 3ary0a Ha KOCTHO BEILECTBO, CBBP3aHO C XOPMOHAJIHA a0ianus Mpu MbXKe C
KapIIMHOM Ha TpocTaTaTa, M3JI0)KEHH Ha TOBHIIEH pPUCK OT ¢pakrypu. [Ipu mbxe c
KaplLIMHOM Ha IIpocTaraTa, NojydyaBallyd XopMoHaiHa abnanus, Prolia 3HaunMo HamasiBa
pHCcKa OT (ppaKTypH Ha MpElUICHUTE.

e JleyeHne Ha 3ary0a Ha KOCTHO BEIIECTBO, CBBP3aHA C MPOABIDKUTENHA CHCTEMHA
ITIFOKOKOPTUKOM/IHA TEPAIUs MPU Bb3PACTHU NALUEHTH € TIOBUIIEH PUCK OT (paKTypa

e Denosumab He moBnusiBa 3a3ApaBsiBAHETO HA KOCTTAa U MOXE Ja ObJe MpHiaraH clel
OPTONEIUYHH OTIEPALIMH | TIPH MAIIEHTH C IPECHU (PpPaKTypH.

Denosumab (amm. 60 mQ) ce nmpuara B 103a 60 My MOIK0KHO HA BCEKH 6 Mecela.

IIpornBonoka3anus 3a jedenue ¢ Denosumab
e XwunokajanuemMuss W BuTaMMH J| HemoctarhbuHOCT (HEOOXOAMMA € KOPEKIHsS Mpean
3aroYBaHe Ha JICYEHUETO)
e [larmenTtu 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, KOC€TO BOAU OO IMMOHMXKEHA YECTOTA U IMTPOIrpeCUd Ha MHBAa3MBHU KapIIMHOM Ha I'bpAara.

[ToHwxkaBar prcka OT MPEUUICHHW (QPaKTypH IPH I[OCTMEHONAY3alHH JKCHU (BKJI. BBB
BHUCOKOPUCKOBU MOJTPYIH) M pUCKa OT HeBepTeOpannu ¢paxrypu (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 NOKa3aHMS 32 NPUJIOKEHUE OCTaBarT:

e Octpa ocTeonopoTruHa PpakTypa ¢ U3pa3eH OOJIKOB CHHAPOM

e bonecr na Ileiimxer

e Anromuctpodus

e XumnepKaialHeMHs ¢ pa3inueH MPOU3X0/]
[Tpunara ce B kparku kypcoe (1 Mecen) mHTpaHazamHO mon ¢opmara Ha mmpeit (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 JicueHHE HA OCTEOINOpPO3a MPH MOCTMEHOMAY3aTHH
KEHM W TIPU MBXKE C IOBUIICH PUCK OT ¢pakrypu. [Ipm mnocTMeHomay3aaHH >KEHU €
HAOJIOAaBaHO 3HAYMTEIHO peIylHpaHe YecToTaTa Ha BEpPTEOpaHUTE W HEBEPTEOPATHH
dbpakTypu, HO HE U Te3U Ha OeqpeHara KOcCT.

KiuHMYHO NpUIoKeHue:

e JICUEHUE HAa OCTEOIOpo3a IpPHU MOCTMEHOINY3aJHU KEHU U MBXKE C MOBUIIEH PUCK OT
dpaxkTypu
e JICUEHHWE Ha OCTEONOpO3a, CBbpP3aHA C TNPOABDKUTEIHO CHCTEMHO JIEUYEHHE C
[JIFOKOKOPTUKOUIU IIPU KEHU U MBXKE C IOBULIEH PUCK OT (PpaKkTypu
[Ipunara ce kaTo cuHTeTHYEH aMUHO-TepMuHaieH pparment, hPTH (1-34) na IITX B goza 20
JLg THEBHO IMOJKOXXHO. MakcumaliHaTa o0Ia IpOJBIDKUTETHOCT Ha JICYEHUETO Ce OrpaHHyYaBa
710 2 TOJIMHH.

Strontium ranelate Beue He ce M3MOI3Ba 32 JieueHHE HA OCTEONOPO3a.

Jlokaan3upanu ¢dopmMu Ha 0CTEONNOPO3a

Anroaucrpodus (PediiexcHa cumMnaTukoBa qucTpodusi)

I[IpescraBisiBa CHHAPOM Ha IBITOTpaitHa 00JKa B Ma[eH KpailHUK, 4eCTO Mapela 1mo Xxapakrep,
MOPOJICHA OT PA3JINYHK MPUYNHHU W BKITIOYBAIIA PA3JINYHU CETHBHH, MOTOPHH, BET€TATHBHHU H
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. OToK — orpaHuYeHH Uiu Audy3eH
4, JluctpoduyHU KOKHU TPOMEHH

Jleyenue:
1. HCIIBx — npu nexu Gpopmu
2. Calcitonin - kpatku KypcoBe, [0 cXema.
3. Tlpu HenopnusiBane ot 1. u 2. — Gnokanu mo metoxa Ha Hanington u Kiff — Dilzem
25 mg 6okaaa 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. [IpeumyiiectBeHo ce
3acsAraT MBXKETE.
Jlmarnosa:

e Pentrenorpaduu

e Creuudnunu 51abOpaTOpHU H3CIEABAHUS — KOCTHa pakius Ha ankanHa ¢ocdarasa,

MapKepH 3a KOCTHa OOMsTHA

JleyeHuneTo e CTPOro MHIMBUAYAIM3UPAHO Ype3 00e300IIsBallH, KAIUTOHUH — 10 CXeMa, KPaTK!
kypcoge (1 mecerr) u OudocdoHaTw.

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- 1O CXE€Ma, KpPaTKH
kypcose (1 mecerr), budochoHaTH, XUPYPTHIHO.
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Yacr yerBbpPTA

MEKOTBKAHEH 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 KOJIUpPaHH
B MexayHnaponHata kinacudukanus Ha Oosiectute (MKDB). bonectute Ha Mekute ThKaHM 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 CHHIPOMH Ce OCHOBaBa
Ha:

® MCCTAaTa Ha JIOKaJIu3alus Ha 6OJ'IK8.T8.;

® Ha CHCI_[I/I(l)I/I‘IHI/ITC TbKaHHU, KOUTO 06x13a111a;

e Ha cujiaTta Ha 0oJKaTa u MNpUAPYKABAIIUTEC OIJIAKBAHUA

® Ha IPOABIDKUTETHOCTTA Ha OOJIKaTa.

B 3aBucuMOCT OT MMPOABIKUTCIIHOCTTA CU OoJkaTta e:

e ocTpa— J0 2 CeIMHUIIH,

e mojocTpa 2-12 cenmuiiy,

® XpOHMYHA — ITOBeYE OT 12 ceamuuu.

YBpCI[I/ITe Ha MCKUTC TbBKaHW Ca pPE3YyJITaT OT BBINAJICHUC, ACTCHCpALUA, pPa3TAraHC WA

pynuTypa.
B 3aBucumocT OT BHJAa Ha 3acerHarata TbKaH MpPHU JIOKAIHUTE OOJKOBH CHUHAPOMHU Ce
YCTAHOBABAT NPOMEHU Ha CYXOXXWIHWS, JIMTAMEHTH, MYCKYNHW, Karcyiu, OypcH, dacuuu u

¢bubpoxpymsI.

Jleuenunero e c HCIIBx (diclofenac, piroxicam, ketoprofen, nimezulide) u koptukoctepouau.
Koptukoctepounu 3a nokanHo npunoxenue: methylprednisolone, betamethasone.
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I1. Pernonajitiu 00JIKOBH CHHAPOMM
Pernonamante 60JIKOBH CHHAPOMH CE€ XapaKTepH3UpaT ¢ OOJIKU B OmpeiesieHa 001acT Ha TSI0TO
C MO-IIMPOKO PA3MPOCTPaHEHHE OT JIOKaHaTa 0oJka. Pa3ienst ce Ha ClieIHUTE TPYIIH:

e QOJIKM B IIUATA;

e 0OJKH B I'bp0a;

e 0OJIKH B KPBCTa;

e muodaciuaieH 00JIKOB CHHIPOM.
Bonkure B mmsTa, ThpOa M KpPBCTa ca CUMIITOM Ha pa3inyHu 3a0oisiBaHus. B MHOro or
CIIy4auTe €THOJIOTHMsTa OCTaBa HEM3BECTHA. BBH3HMKBAT BBHB BCSKa 4acT HA rbpOa (MiiHaTa,
rpbAHATA WIK JTyMOOCaKpaiHaTa), HO Haif-4ecTo — B KPBCTA.
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 MaKCHMyM OKOJO 55 — 64 rogunu. [IpuuuHuTte 3a O0JNKH B rbpOa H
KpbCTa CE Pa3/IeisT Ha:

CTpyKTYypHH: J[IeTeHepaTUBHU 3a00JiABaHMs, CIHHAJIHA CTEHO3a, BPOJCHU AaHOMAIIUU,
MuodaciuaieH CHHIPOM, TpaBMaTHUHU YBpeXIaHUs U (GpakTypu, KU(POCKOINO3a,
CTIIOHMJIONHCTE3a, TMCKOBA XEPHHUSI, IMCKOB IpoJIarc, 6oect Ha Scheuermann, axOHIPOIUIA3HS.
HecTpykrypHu (He CBBp3aHU ¢ TpbOHAYHMS CTHJIO): HEOIUIa3MH (ITbPBUYHU, METACTATHYHHU),
MHQEKINH, OCTEOMHEINT, TApAaCIMHAICH U enuIypalieH abciec, cenThueH, TyOepKyI03eH WIH
AQHKWJIO3MpAall] CIIOHJIMINT, aJIXE3UBEH apaXHOUAUT, PEBMAaTOUJIEH apTPUT, CIIOHAWIAPTPOIIATHUH,
cuHIpoM Ha Reiter, 3a001BaHNsI HA BBTPEIIHUTE OPTaHH, MPOCTATHT, CHIOMETPUT, aHEBPH3Ma
Ha KOpeMHaTa aopTa, MaHKpPeaTUT, IMEeNTUYHA sI3Ba, XOJEIUCTUT, 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 00JIKkaTa, 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
CIMHTUTPpa(CKO U3CiIeBaHe HAa TPbOHAYHUS CTHJIO.

5. EMI u3caeaBaHeTo € aOCOIIOTHO MHIUIIMPAHO MPHU OTHAHA HEBPOJOTHYHA CHMITOMATHKA:
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

JudepeHnuaana 1Mar1o3a Ha 00JKHUTe B rbpoa
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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 HIKou 3a00JsIBAHNUS HA BETPEIIHUTE OPraHu

O O O O OO OO0 O OO OO O0O Oo

Jleyuenue — nbpBa TUHUA

1. Anaarernum

Paracetamol (zo 1000 Mg nHEeBHO) MOKE [a e MPUIIOKHU IpHU cliaba 6oska
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 mocrasen na Il mo3umnus B creiidbara Ha aganrerunute 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 aHEBHO

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 go3a 75 — 200 mg aHEBHO

3. MycCKyJ/IHU peJIaKCAHTH
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Tizanidine (12-24 mg aHEBHO) ce Mpuara MpH MalMeHTH C HEBpolarHa Ooyika ¥ OOJKH B
rep6a. [ToaTrcKa MOJMCHHANTHYHUTE CITIMHAIHA MEXaHU3MH, CBbP3aHH C TIOBUIIEHHUS MYCKYJICH
TOHYC, KaTo MOBJIHABA OCBOOOKIaBAHETO HA BH30YIHH aMUHOKUCEIIMHHA OT HHTEPHEBPOHHUTE.

Tetrazepam (50 — 100 mg aHeBHO) moBMsIBa 100pe Cla3bMa Ha MapaBepTEOPATHUTE MYCKYIIH
Y TIOBUIIIaBa Ipara Ha OoJKaTa.

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-cTaOuIu3upany 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 KOPTUKOCTCPOU AU mpes3 JCH,
Mmethylprednisolone B 1032 40 — 80 mg nHeBHO, 5 — 7 AHH

Ipuaara ce Mannitol 10% - 500 ml qaeBHO MHTpaBeHO3HO Ha OaBHa Kanka 5 — 7 IHU.

M300pbT Ha JICKApCTBO € B 3aBHCUMOCT OT IPUYMHATA HA BH3HHKBaHE HAa OOJKUTE B Ir'bpOa W
KpbCTa, TSAXHATA MPOABIDKUTEIHOCT W cwia. Kpurtepuure 3a oOlleHKa Ha CPEKTHBHOCTTA €
HamaJsiBaHe Ha OoJikara, MOBWIIABaHE Ha oOeMa Ha (pU3MUYEcKa aKTUBHOCT W BPBIIAHE KBHM
paboTHUS TpoIIec.

MuodacuuaneHn 00JKOB CHHAPOM
TpurepHuTe TOUKH MOXKeE J1a c€ aKTHBHUpAT BbB BCAKa Bb3pacT ¢ MpeaAnsieKlns KbM cpeanara (31
10 50 roauHM), KOraTo )KM3HeHaTa aKTUBHOCT € MaKCUMaJlHa, KaTo Mpeo0anaBa >KEHCKUAT 0.
CroTHOLIEHHETO HaA 3a0osenure xeHu:Mbxke € 1-2,4:1. Muodacunanaure TT ce akTuBupaT 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 O60iKa

e 2. CnoHraHHa 00JIKa M YyBCTBUTEIHOCT B 00JaCTTa OKOJIO TPUT€pHATA TOUKaA

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 6onka npu nannanus Ha TT

e 2. VYcraHoBsiBaHE Ha JaTeHTHU 1T upe3 majnmanus 1o XxoJa Ha HHCEPLUUITA 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.
JloxanHOTO MHXeKkTHpaHe B akTuBHUTE TT ce n3BbIIBa C paTuyHU JIEKAPCTBA!
e KpaTKO WM ABJITOJACHCTBAIIM aHAITeTUIH - methamizole,
e crepounu - betamethazone,
e HCIIBxa — ketoprofen, diclofenac
e OOTYJHHOB 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 (GUOpUM upe3 HaBIM3aHE Ha
BBTPEKJIEThYCH Kanmuil. Upe3 XuMUYHHTE e(PEeKTH Ha WHKEKTHPAHETO Ce MOCTHUra JIOKaIHa
Ba3oUIIaTaIMs U 00e300sBaHe.

JlexkapcTBa Ha BTOpHM u300p ca nokanHo mpuinaranute HCIIBn nmon ¢dopmara Ha renoBe wiu
YHTBEHTH, KOUTO B HIKOM CITy4yau UMAaT 3HAUUTENEH e(eKT.

I11. I'enepanu3upanu 60,1k0BU cuHApPOMHU. PuOpoMHMAITHS

dubpomuanrusta (PM) e 1o0pe opopMeH, HECTaABEH PEBMATHYUCH CHHIIPOM.

B nocnennuTe roquHu ce cuMra, ye ce kacae 3a 6oject GuOpoMHaNTHs, KOSITO € CbBKYITHOCT OT
¢ynkunonanHu cuHapomu. ®dubpomuanruara (PM) e mUPOKO pa3mpocTpaHeHa 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 nonynanusara. Hsima onpenenena eTHu4ecka Npeaucio3uLus.

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 KpuTepmii - AbI0OKa, Mudy3Ha OoJika B JsACHATA, JiIBaTa 4acT Ha TSUIOTO WIH
JBYCTpaHHO, MOHSAKOTa OracBaiia, B o0JacTTa HAa IIMHHUSA, TPHIHHUS WM TOSCHHUS OTAET Ha
rpbOHAYHUS CTHJIO, MM TPEAHATa YacT HA IPBAHUA Koul. boikoBure cumnromu TpsiOBa aa ca ¢
MIPOABJDKUTEHOCT Hall-MaJlIKo 3 Mecena.
2. Bropu kputepuii - 601K, MPOBOKHpaHU Hail-Maiako B 11 ot 18 Gose3HeHN 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 ckaina (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, rmaBodosnue (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.
Crenenra Ha oriakBanusTa 3a SS — Severity Scale ca:
e (0 TOYKHU — HAMA OTJIAKBAHE,
e | TOYKa — JIEKO U3Pa3EHO OIJIaKBaHE,
e 2 TOYKHU — CPEIHO MU3PA3CHO OILIAKBAHE,
e 3 TOYKH — CHJIHO U3PA3€HO OIJIAKBaHE
e OcCHOBHA KJIMHMYHA XAPAKTEPUCTHMKA € HAJUYMETO Ha OOJEe3HEHW TOYKH B
OTIpeJIeJIEHU MECTa T10 TSJIOTO, KOWTO Ca M3TOYHHUK HAa CKOBAaHOCT U TUCKOM(DOPT.

Te decto ce chbueraBaT ¢ MalMUpPyeMH MEKOTHKaHHHM YIUTBTHEHHS B TOYKaTa Ha Ooikara,
Hape4eHu ,,MUOreao3u’”

HeBponaTnata 0oJjika ce MOBJIMSIBA OT HSIKOJIKO OCHOBHM TPYIH JIEKAPCTBA. aHTUICIPECAHTH,
AQHTUKOHBYJICAaHTH, MeMOpaHHO-cTabmim3upamniy Jsekapctea, NMDA antaronuctu, andap
aapenepruvyau aroHuctd u ['’AMKg aronuctu.

JlekapcTBeHa Tepanusi — MbpPBa JIMHUS

[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
MoHOepruyHuTe 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
MOHOaMHHOOKcHa3ara. [loBHIIaBa KOHIEHTpANMATAa HAa CEPOTOHWH, AONMAMHH, aIpCHAINH H
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 aHTArOHUCT M PebNTelK HHXUoUTOp -trazodone.

B Hucku nmo3u trazodone mposisiBa aHTaroHu3bsM KbM 5-HT-2A-perientopute 3a CEpOTOHUH B
MIOCTCHUHAIICA, KOETO ONpeesisi N3pa3eHa aHKCHOIN3a M €yXUITHOTUYHO AelicTBue. UHaupeKkTeH
5-HT-2A1 aHTaroHu3b»M B IPUCHCTBUETO HAa CEPOTOHUH BOJAM JI0 OBUIIaBaHE Ipara Ha OoJsikarta
U aHTHUJIETIPECUBHO ACHUCTBHE.

1.5. Uuxuburopn Ha 00pATHOTO 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 nuHXxuOupa o0paTHOTO 3axBallaHe Ha
HopaapeHanuH u ceporonnH B ITHC. B tepaneBtnunu no3u maxubupa 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. Mma
eeKT U BbpXY ACNPECUBHUTE MIPOSBU.

2. AHTHeNWJIEeNTHYHH 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
JepuBaT Ha raMa-aMuHOMacienara kucenuna (GABA). Pregabalin karo MoHOTepanusi HamMaisBa
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
MOHOTEparus € TUMUTUPaHO. [10AX0A1I0 € KOMOMHHUPAHETO C JPYTHU JICKapCTBa 3a MOBIUSBAHE
Ha 0OoJKarta -TPUIMKIMYHHA aHTUepecanTy, ibuprofen u anda-2-nenra muranam

4. MuopeaakcanTu - tizanidine - nenrpaien anda-2-agpeHepruiyeH aroHKCT.

5. Onuouanu anaarerunm — tramadol moke ma ce xkomOumuupa ¢ SNRI 3a mo mo6po
MOBJIUSIBaHE HA BCUYKH CUMIITOMH.

6. AHecTeTHIIN — JIOKAJIHO MEKEKTHpaHe Ha Tpurepuute Touku ¢ lidocaine

Kpurepuure 3a oneHka Ha e()eKTHBHOCTTA ca [TOBHIIIABAHE Ha Ipara Ha OOJIKa, HaMaJIsIBaHEe
Ha XpoTuyHata audydHa OOJiKa, MOBHINABAaHE HAa KA4eCTBOTO Ha ChHHSA, HaMalsBaHE Ha
JIETIPECUBHUTE MTPOSBH.
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YacT nmera

KPUCTAJIHU APTPOITATUH

HOJAI'PA

l. Jepuunumsi

[lomarpata e MeTa0OMUTHO BB3MAIUTEIHO CTAaBHO 3a00JsBaHE, XapaKTepu3Hpalio ce ¢
HaTpylBaHE Ha Kpuctaiaun MoHoHaTpueB ypar (MHY) B cTaBu M OKOJOCTaBHU CTPYKTYpU 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 MBXXE, KaTO OTHOLIEHMETO MbXkelkeHH € 9:1. MeHomaysara yBelndaBa 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 Ouorncus. ToBa Tps6Ba na ObAe pyTHHHA IpolLEaypa, Thil KaTo
O0OMKHOBEHO ce MociieiBa OT I0KUBOTHA ypaT-nioHmxkasaia Tepanus (YIIT).

Hskou enemeHTH OT UCTOpHSATA Ha 3a00SBAHETO B ChUETAHHE C IAHHU OT (PU3UKAITHUS MIPerie]l
MOraT Ja BIs3aT B CHhOOpaKEHHE TPH IMOCTAaBSHETO Ha JuarHo3ara — BHE3alHa TOsBa 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 CaMOOTpaHHWYaBalll C€ CHHOBUT C €pUTEMA CE€ Cpellla U MpU APYTHKPUCTAI-
CBBpP3aHH CHHOBUTH (HampuMep KaiiueB mupodochaTauxuapar-cBbp3aHusi CHAHOBUT HIIU T.Hap.
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[ICEBOMOArpa), Cem- THUYEeH WM PEaKTUBCH apTPUT. AHraKMpaHETO Ha I'bpBa 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 nojarpa 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%.

[TpoMeHH BBHB BBHIIHUTE YCJIOBHMs Ha Cpelara IPOMEHSAT Pa3TBO- PUMOCTTA Ha HATPYIIaHHTE
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 + KAIIHUEBO-alIaTUTHA KPUCTANK). 3aToBa poOJsiTa Ha KOHBEHIMOHAJIHATa
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 (CPeIHO S5 TOMHM), 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-eHepruiitHa KOMmIOThEpHA TOoMorpadwus (dual-
energy CT), Morar aa ce BU3yalnu3upar AbJIOOKH ypaTHU JETIO3UTH.

CraBHara exorpadus € Hail-qOCTHITHUAT U €BTUH METO]] B KJIM- HUYHATA MIPaKTUKA.

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 BAapHAIIUM:

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.Hetunnyno msicto Ha ebroTa
2. 3onmupano crecHenue Ha A4 u/wu F5 ¢/6e3 crpanudHm y3ypu (CpaBHUTEIIHO paHHA
posiBa)
3. Hannume Ha cyOXOHpaTHN KHCTH (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, OULIENC 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 na 11 A unu Il B. /luacnoszama e 6v3modcna npu usnvianenue na Il 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 degpuHumusra ouasnosa nooazpa - wyecmeumennocm - 0.84 u mHoco eucoka
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 usgvpuiu oygemsasame no I pam 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 NOSAGUILA Ce N00azpd, HAYAI0 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 OUAeHOCMU4eH Memoo He € OMm NoA3d 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 ¢IHAa WIM HIKOJIKO TO(W, YCTAHOBEHM NpW KIMHUYHHS TIperiiel WM Ha 00pa3HOTO
u3CieBaHe

YECTH MPUCTHIIN HA OCTHP MOJArPO3€H apTPUT (= 2 MBTU T'OAUIIHO)

xpoHu4Ha 0b0peuHa HepocTarbyHOCT (XBH) > 2 crenen

aHaMHe3a 3a ypoJuTHa3a

BBb3pacT nox 40 rox

w/mmn [1K > 8 mg/dl (480 pmol/1)

W/WIIN CHITBTCTBAIIN 3200 sIBaHUA — OBOpEeyHO 3a00IsIBaHe

IlenTa Ha JeYyeHHETO € JOCTUTaHe Ha npuieaHoTo 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 M3Y€3BaHE HA BUJAUMHUTE W MAIMUPY- €MH TOPH, MOXKE J1a ce
Hajoxu noHmxkasane Ha [1K < 5 mg/dl unu < 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 cmopen 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 — XHUIIOKCAHTHH M KCAHTHUH,
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 CEPYMHHUTE 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 YBeJIMdYa- Ba HA BCEKH 2-5 CeIMHMIHM 10 MNOAXOJsIIaTa MaKCHMallHa J03a,
HeoOXoMMa 3a TOCTUTaHEeTO Ha ompeneneHo npu- nenHo HuBo Ha [1K. Jlo3ara 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
0u cneBajo J1a ce KOpUrupa nopajau MOoBUIIABAHETO HA HUBOTO Ha 6-MepKanTONMypPHH U Bb3MOX-
HOCTTA 32 TOKCUYHU €(EeKTH.

Febuxostat

®eOyKkcocTaT € HEemypuHOB KCAaHTUHOKCUIA3€H WHXHOUTOP C IO-BHCOKA CEJIEKTUBHOCT 10
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
CBbCTOSIHUS, IPU KOUTO BEYE € HACTBHIWIO OTJaraHe Ha ypaTtu (BKIIOUMTEIIHO aHAMHE3a WIIU
HaJllmyue Ha To(u W/WiM mojarpo3eH apTpuT). Pezynaratute OT mpoyuBaHUATAa MOKa3BaT J0OBp
e(eKT 1o OTHOIICHNE Ha PeAYKILIUs Ha TOQUTE.
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[Ipu emHOTOMUIIHO TIPUIIOKEHKE 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,
MopaJik KOATO HUCKATa J103a (heOyKcocTaT 1aBa mo-100py pe3ysITaTH.

EdextsT My € n0o-100bp B CpaBHEHUE C MPUIIOKEHHE Ha AIOIyPUHOI.

®elyKcocTar BiIM3a B ChOOpaKEHUE MPH HEToCTUrane Ha npuiensu HuBa Ha [1IK < 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 OMHUT ¢ ymoTpebarta Ha ¢edyKcocTar mpu OOJHU C TEKKa YEpHOApOoOHA M OBOpedHa
HEJIOCTaThYHOCT.

Ho3ara Ha dedykcoctar mMoxe aa ce Tutpupa oT 40 mo 120 mg mHEBHO O JOCTUTaHE Ha
npunenauTe cepyman HuBa Ha [1IK. B EBpomna e ogo6pen nox dopmara Ha tabietku ot 80 mg u
120 mg.

Ypuko3ypuuu

HamansaBanero Ha yparHata ekckperusi € B ocHoBara Ha 90% ot ciyuaute ¢ moaarpa. I[Ipu xopa
¢uznonornuno 5-10% or  untpupanute ypatu ce cekperupar upe3 OwOperuTe. [lo-
rojsiMmaTa 4acT ce peabcopOupa rnpe3 ObOpeyHuTe TYOYIH.

Ypuko3ypuiure ca mbpBUTE, U3MOJ3BAHU 3a JIEUCHUE Ha mojarpara. Bcexu, KOWTO Mo eauH 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 CTOMHOCT M 3a HUBOTO Ha TrioMmepynHaTa unrpauus. [IpuunHaTa Moxke Aa € IbpBUYHA
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 ypaTHa EKCKpEIMsi BIW3a B ChOOpakeHHWE 3a WU3SICHSBAHE 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.
WzcnenBanetro Ha 24-yacoBa yprHA 3a KOJUYECTBO ypaTH W ypaTeH KIHUPBHC, 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

- nmo3o3aBucuM edekT B pamkuTe Ha 6 g0 12 daca, KoeTo ompenens HEoOXOAUMOCTTa OT
JBYKpaT€H PEKUM Ha IMPUIIOKEHUE

- 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 U MOCTEIIEHHO C€ YBEIMYaBa [0
2 g THEBHO MpH A00pa Mo- HOCUMOCT. MaKkcHMaHaTa 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 Apod. Hax 1/3 or mosara ce ekckperupa HEMpOMEHEHa Ipe3
ObOpenuTe
U3TerJIEH € OT yhnorpeda B TIOBEYETO CTPaHM IMopaad ciabaTa CH  MOHOCHUMOCT,
AQHTHArPEraHTHHS CH €(PEKT BBPXY TPOMOOIMTUTE W JIMIICaTa Ha e€(EKT NMPU HUCKO HHBO HA
TJIOMEpYITHA (QUITPAIIUSL.

Ypuko3ypuudu JIII, KONTO HE ca CTaHAApPT B KIMHHWYHATA MPaKTHKA M C€ M3MOJ3BAaT M3BBH

ooOpennTe  wHAMKaimu:  ¢eHodgudbpar, JgocapraH, aropBacratulH, leflunomide,
ketophenylbutazone.

[IpunoxxeHuero Ha TE3W JICKAPCTBEHU MPOJIYKTH NpPH OOJHHM ChC CHIIBTCTBAIA MMATOJOTHUSA, 32
KOSTO ca MPEANMKCaHu MOXeE Jia MoJ00pH Bh3MOXKHOCTTA 33 JIOCTUTAHE HA TIPHUIICIIHA CTOMHOCTH
Ha cepymHa [IK u ga u3nbinnu ponsata Ha agoBanTHa YIIT.

IIpe3 2012 roa. ACR cb3gaBa cieHUTE KIFOUOBH MPENOPBKHU C LE] yJIECHSIBAHE HA JIMYHUTE
JIeKapy U pEeBMATOJI03UTE B M300pa Ha YPUKO3YpUYHA TEPAIUS U B IIPOCIIEAIBAHETO HA OOTHUTE:

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 JApPYrd JIEKapcTBa C KIMHUYHO 3HAYMM YPUKO3ypUUYeH e(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 YPUKO3ypUUIHATA TEpAMHs € HEOOXOIUMO JIa C€ OMPEACIISAT 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 anTunadiaamaropia 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 KOHUOCHTPALIUs.

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 (HakTopu Karo
YECTOTa Ha MPUCTHIUTE, IABHOCT Ha TojarpaTa, HaJIMuue U pa3Mep Ha Todure.

Hsma xoHceHcyc 3a ToBa kora TouHO na ce 3amoune YIIT crnen ocTbp mogarpo3eH MPHUCTHIL
[ToBedero ekcmepTd cUMTAT, Y€ HUCKUTE HavanHu 1o3u Ha YIIT ¢ GaBHO moBuUIIaBaHe Ha
J03UpOBKAaTa ca B OCHOBAaTa Ha MpeBEeHIMATa Ha mpuctbnute (start low, go slow). Bece mak,
IIOpaJd BHCOKATAa 4YeCTOTa HAa NpUCTbOMTE Npu uHMIMUpaHe Ha YIIT, e mpenoppumrenHo
MIPOBEKIAHETO HA MPOPIIIAKTHKA.

MbpBa auums JIII ca colchicine m Hucka mo3a HCIIBn. Te He BuHarum ycmsBar aa
MPEIOTBPATAT BCHYKU MOJATPO3HU MPUCTHIH cien 3anouBane Ha YIIT.

KonxunuuabT uMa Obp3a upeBHa pe3opoOuus (tmax 2 h, t1/2 4 h) u eHTepoxenartajieH KpbroBpar,
JOTIPUHACSIII] 32 HETOBaTa CTOMANTHO-YPEBHA TOKCUYHOCT. KOJIXUIIMHBT ce CBHP3Ba HEOOPATUMO
C JIUMEpPHUTE Ha BBTPEKICTHUHUS OCNITHK TyOyJWH WHXHOMpA HEroBaTa IMOJMMEpU3alus W
dbopMupaHeTO Ha MHKPOTYOynW Ha JeBKoUUTUTe. ToW HMHXMOHWpa CBHIIO M MHUTpalusaTa Ha
rpanynonuture, kakto u cuare3a Ha LTB4. [Totucka ¢arouuro3ata Ha ypaTHUTE KPUCTAIU U
oTcnabBa Bb3MAIUTEIHATA PEAKIIHSL.
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Karo anrepHariBHa MpoQuIakTHKA IPH OOJHH ¢ HEMOHOCHMOCT KbM HITH ITPOTHBOIIOKA3aHUS 32
konxurmea 1 HCIIBi ce mpenoppuBa HrcKa 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 MPUCTHIIMTE Ha OOJECTTa MpPH
MalUeHTH C JIICAa Ha TepareBTUYeH e(EeKT, HETOJEPAHTHOCT WM MPOTUBONOKA3aHUS 3a
IIPUJIOKEHNE HA HUCKH 103U KosixuiuHd, HCIIBa ninu rimokokopTukonu.

[IpenopbuBa ce npoabKaBaHe Ha aHTUUH(pIaMaTopHaTa MpoduIakTUKa MpU KIMHUYHU Oere3u
3a MpoAbKaBala 0OJEeCTHA aKTUBHOCT (Kato Hampumep | wiu moBede Todu mpu Gu3MKaIHO
u3cleiBaHe, CKOPOIIHA MOJarpo3Ha Kpu3a WM XPOHUYEH MOJarpo3eH apTpuT) W/UIU aKo
CEpyMHHUS ypaTeH TapreT BCe Olle He € JocTurHat. O0uara npoabKUTEIHOCT € Hali-MHOI'O:

6 Mecera

3 Mecema cien TMOCTUTaHE HAa CEpPyMHHUS ypaTeH TapreT Npu HanueHtd Oe3 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 JeyeHUETO € paHHO U OBP30 OBIAASBAHE HAa CTaBHATAa KPH3a, KATO HE CHIIECTBYBA
€IMHEH CTaHJapT 3a JieueHue. iMa HAKOIKO IPEnopbKU 3a JICYEHHWE Ha [OJarpo3Ha Kpusa U
HSKOJIKO KOHTPOJIUPAHU PaHJIOMU3HUPAHH MPYYBAHUA 32 OLIEHKA Ha e()UKACHOCTTa HA OTACITHUTE
JIII. Ilo-ronsimaTa yact oT u3rorBeHutre o ACR mpenopbku ca ¢ HUBO Ha JJOKa3aTeJIICTBEHOCT
C. Cunnara 6omnka, ChIIBTCTBAIA KpU3aTa, MOXKE Jla MPEMUHE B paMKHUTE Ha HSIKOIKO JHHU, 0e3
npuinoxenue Ha JII1, HO € BB3MOXKHO U J]a C€ MPOTPAXHUPA B MPOIBIIKEHUE HA CEAMULIH.

®apMaKoJIOrHYHO JIEYEHHE HA OCTPUTE KPU3HU.

®apMaKoJIOrHYHOTO JieueHHe TpsiOBa na Oble 3alo4YHATO MPe3 MBbPBUTE HIKOJKO Yaca 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 KpH3a U HE Ce€ CIUpa M0 BpeMe Ha Kpusa. Bp3MoxkHO €
Ja ce HaOJII0/1aBa 3aTerHaTo NpoTHYaHe Ha KpU3ara IpH ynorpeda Ha aJomypHHOI.

OueHka Ha TexKeCTTa HA MPUCTHIIA

[Ipu nexo 10 ymepeHo u3pazeHa 0oJika U MPH 3acsAraHe Ha eHa WM HIKOJIKO MajJKU CTaBH WU
Ha €IHa WU JBE TOJieMH CTaBH, € mokazaHa monorepanus ¢ HCIIBna, cucreman 'K wumm
KOJIXHIIWH.

[Ipu cuiHO W3pa3zeHa OoJka, MPH MOJMHAPTUKYJIAPHO 3acsIraHe 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
MYCKYJTHO TPHJIOKEHHE) Cca €JHAKBO €(QEKTUBHU 3a JICYEHHETO Ha OCTPUTE NPUCTHIM 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 ye, mapaneramos He ce penopbuBa
KaTo MMbpBa JIMHUA, MOKE 1a ObJie OT M0J13a KaTo AOIMBJIHUTEIICH aHAITETHK.

[IpoBeseHn ca MHOXKECTBO MPOYYBAHHs 3a OICHKAa Ha e(deKTa OT TepamusiTa Ha OCTPHUTE
npucteiin Ha noxarpa (21 ¢ HCIIBa, ner ¢ I'K, nBe ¢ KOJIXHMLMH U €JHO C KaHAaKWHyMaO).
[Tonydyenure pe3ynratu NoKa3Bar, 4e HUCKUTE 103U KOJIXUIMH (0o0ma no3a 1.8 mg 3a 24 yaca)
ca mo-e()eKTUBHU B CpaBHEHHE C TUIANE00 U ca ChIO TOJIKOBA €PEKTHBHU, KOJIKOTO M BUCOKHTE
no3u (obmra 103a 4.8 mg), HO ca CbC 3HAYMTEIIHO MO-100bp podrT Ha 6€30MacHOCT.

IIpuokeHNETO Ha KOJIXUIIMH € ITOJIXOJISAIIA IThbPBa JUHUS Ha TEpanus IPH OCTHP IPHUCTHI, HO B

PaMKUTC Ha ITIbPBUTC 36 yaca CJIcJ Ha4YaJIOTO HaA CMMIITOMATHKATA, ITPHU YCJIIOBHEC, Y€ MAITMCHTHT

He e nmpoBexaai npoduwiaktuyuo geuenue ¢ To3u JIII npes nocaequure 14 nHu.

N3mon3Ba ce HatoBapmamia go03a ot 1.2 mg, mociensana ot 0.6 mg cien enun ygac. Cren 12-
us Jac ce npuiiara no3a ot 0.6 mg eiH WK JIBa IbTH JHEBHO, 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 MOSIBU U TP 03U 107 6 mg/IeH.

[Ipu GomHU, nMpoBeXaanK NMPOPUIAKTUYHO JICYCHUE C KOJXHUIMH Ipe3 mociennute 14 aHu,
HeoOxonuMmo TepanusTa fa ce nmposene ¢ apyru JIIT — HCIIBx unu T'K.

Hsama xateropuynu pokaszatesicTBa OoT cpaBHUTENHHU mpoyuBaHus Mexay HCIIBa u mane6o.
Huto emno HCIIBn (xonBeHimoHanHo wunu cenektuBeH COX-2 uuxuOutop) HE € cC Io-
100Bp €PeKT OT OCTaHAIIUTE.

3a jeyeHue Ha ocTpa O0JIKa W/MIIH MOoIarpo3Ha Kpr3a ce MpernopbyBa M3M0I3BAHETO HA IIbJIHATA,
onobpena ot FDA unu EMA, antuuHgiamaTopHa/aHalreTHYHA J103a.

Onobpenn 3a edeHneTo 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 UHXUOUTOpHTE, KATO TEPAaleBTUUYEH BapUaHT MpPU MALUEHTH C
racTPOMHTECTUHAIHU MPOTUBOINOKA3aHUs WM ¢ HemoHocuMmocT kbM HCIIBn, myOnukyBaHuTe
PaHIOMU3UPAHU KOHTPOJHMPAHU MPOYYBAHMS MOJKPENIT e(pUKACHOCTTa Ha ETOPUKOKCHO H
mymupakokcu0. Te3u arentu obaue He ca paspemienu 3a ynorpeda B CAILl, a mymupakokcu6d e
M3TETJICH OT yIoTpeda B HAKOH JbP)KaBU MOPAIU XEMaTOTOKCUIHOCT.

[Ipe3s mocneanure romunu penuna kiaacose HCIIBa mperspmsixa eBosounms. [losiBuxa ce
HCIIB1 ¢ no-masiko cTpaHMYHH €()eKTH U ¢ 100pH KIMHUYHH pe3yaTaTH.

CuCcTeMHO W HHTPAapTHKYJApPHO  MNPWIOKEHHE  Ha  TIIKOKOPTHKOMAU U
azeHoKopTUKOTponeH xopmoH (ACTH).

Tpu ot uzcneasanusTa onpenenst cucremuute I'K 3a Tonkosa edexruBnu, konkoro u HCIIBa u
¢ nogobeH mpodun Ha Oe3zomacHocT. Hsma mpoyuBaHuHs, KOMTO Ja OLIEHABAT IpHEMa Ha
mapareTaMoll WM BBTPECTaBHOTO TpwiokeHne Ha ['K 3a yiedeHne Ha OCTpUTE MPHCTHIIH Ha
nojiarpa.
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[Ipu u36opa na I'K kato nHauanmHa Tepamusi IbpBO TpsiOBa Jla ce OLIEHUW OpOSIT HA CTABUTE C
aKTUBEH apTpUT. AKO ca 3acerHaTd eJHa WIM JBE CTaBH, € YJauHO IMEepOPaTHOTO UM
MPWIOKEHUE; MpU 0OXBalljaHe OT MAaTOJOTHYHUSA NPOIEC HA e€IHAa WM ABe rojemu craBu, 'K
MOTar Jia ce MPUJIoKaT HHTPAAPTUKYIIAPHO.

IIpn BBTpecTtaBHOTO HHKekTMpaHe Ha I'K nosara uM ce ompenens OT TOJEMHUHATa Ha
3acerHaraTra CTaBa WJIM CTaBH, KaTo TO3HM IOJXOJ ce KoMOuHHpa ¢ mepopaneH mnpueM Ha 'K,
HCIIB1 uiu KOJIXULMH.

Koraro WHTpaapTHKyIapHOTO NPUIOKEHHUE HE € yIadyHO — TMOJIMAPTHKYJIApHO 3acsAraHe,
MPEAMOYUTAHUE HA MAMEHTA WJIU KOraTO Ta3d MaHUMYJaIUs He ¢ BCEKUIHEBHA MPAKTUKA 3a
JaJeHus CIEUAIUCT - C¢ mpernopbuBa mepopainuar npuem Ha 'K — prednison wm
prednisolone B nHayamna go3a ot mone 0.5 mg/kg/nen 3a 5-10 qHM, ¢ MOCIEABAINIO CIIUpPAaHE HA
JIEYEHHUETO.

Bw3morkeH e u antepraruBeH npueM Ha ['K - mbiaHa no03a 3a 2-5 1HU, ¢ MOCTENIEHHO HAMaJIsIBaHEe
Ha jo03ata 3a 7-10 1HM 1 IpekpaTsBaHe Ha JICYCHUETO.

[Mapenrepanno npunoxenue Ha methylprednisolone B no3a 0.5-2 mg/kg Bim3a B choOpakeHue
[pH MAIMEHTHTE, KOMTO HE MOTAT JIa IPUEMAT [IePOPAITHO JIEKapCTBATA.

B takuBa cirydau e Bb3MOXKHO U MOJIK0KHOTO MKekTupane Ha ACTH B no3a 25-40 IU, xoeto e
crapa npaktuka. [Ipu HeooxomumocT Tezu JIII morar ma ObaaT MPUIIOKEHU MOBTOPHO, KAaTo
CIICABAIIIUTE 03U CE OTMPEAETAT Ha 06azaTa Ha MbPBOHAYATHO OCTUTHATHS TEpaneBTHUCH e(eKT.

Bce ome HsiMa KOHCEHCYC 3a MHTPAaMyCKYJHOTO MH)KEKTHpPaHE Ha KETOpOoJaK WIU
TPUAMIIMHOJIOH IIPU XOpa ¢ OCThpP MPUCTDHII 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 (papMaKOJIOrMUYHUTE BB3MOXKHOCTH, MpenopbyaHu no-rope. Karo moxe npa ce
M3MO0I3BaT IBbJIHU JI03U WM, aKO € TI0-yJayHo, ITbJIHA /1032 HA €IMHUA U IpoduIaKTHUHA 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 oGcbxna komOunupanara ynotped6a Ha HCIIBn u cucremun KC, mopaau onaceHust ot
CHHEPTUYHUTE UM TOKCHYHM epexTu Bbpxy [ UT.

Ouemca Ha 0TTOBOpA KbM JICYCHUETO

[Ipu GmarompusTeH OTrOBOp KbM TepamusTa clieABallaTa CThIIKa € O0yueHUEe Ha MaIueHTa U
OIICHKa Ha He0OXOoAMMOCTTa OT mpoBexkaane Ha YIIT.

HpI/I HE3aJOBOJIUTCIICH OTT'OBOP KBM JICUCHUCTO, € HCO6XOJII/IM3. IIpoMsAHa Ha (I)apMaKOJIOFI/I‘{HaTa
TCpalusd, MNPHUIIOKCHUC Ha KOM6I/IHaL[I/I$I OT JICKAPCTBCHU HNPOAYKTH, a IIpU JIAIICAa Ha

143



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 paMKuUTe Ha 24 wyaca clieJ] HA4ajJoTO Ha TepamuaTra WIM IMOAOOpEeHHE Ha TO3H
nokazaten ¢ < 50% cnen 24-ust yac OT cTapTa Ha JICUSHUETO.

B TakuBa ciydam TpsOBa Ja ce OLIEHH BB3MOXKHOCTTA 3a IPEIIHO IOCTaBeHa jauarnosa. Ilpu
CIIy4auTe C OCThP MPUCTHII Ha Mojarpa, pedpakrepeH cupsmo octaHanute usnonssanu JII1, ou
MOIJIO J1a Ce MPHIOKH HHXHOuTOp Ha mHTepieBkuH-1 [IL-1] karo canakinumab (150 mg
MTOKOKHO).

Canakinumab ¢ 4yoBemko IgG1l/K MOHOKIOHAJIHO AHTUTSIIO, HACOYEHO CPEIly YOBCLIKHSI
untepneBkuH-1 6eta (IL-1 6era). Kanakunymal ce cBbp3Ba ¢ BUCOK aUHUTET Crieu(UIHO KbM
yoemkusg IL-1 OGera wu HeyTpanus3upa OuONOrMYHATA MYy aKTHBHOCT, OJOKHpalku
B3aumoJeiicteuero My ¢ IL-1 perientopure, Kato 1Mo TO3M HAYMH MPEAOTBPATIBA UHAYIIUPAHATA
ot IL-1 Oera reHHa akTUBalUs U MPOAYKLHMATA HA MEIUATOPU Ha Bb3naneHueto. [lokazan e 3a
CUMITOMATUYHO JICUCHUE TIPU BB3PACTHU MAIMCHTH C YECTH MPUCTHIH HA MMOJATrPO3CH apTPUT
(mone 3 mpucThna npe3 u3MuHaIUTe 12 Mecena), mpu kouto JieueHuero ¢ HCIIBa u konxuiux e
MPOTHBOIIOKA3aHO, HE C€ Toyiepupa A0Ope WM HE BOAM IO 33J0BOJUTEICH TEpareBTUYCH
OTTOBOp M TPH KOWTO € HEMOJXOMIANIO IPOBEKIAHETO Ha IOBTOPHU KOPTHKOCTEPOUTHH
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) € XpOHHYHO HEBB3MATHTETHO 3a00JIIBaHE HA CTaBUTE, B OCHOBAaTa Ha
KOETO CTOHM IIbpPBUYHATA JIETCHEpAIUs M JECTPYKIMS Ha CTaBHUS XPYISUI C TOCTE/IBAIla
nponudepanus Ha  KocTHaTa ThKaH  (octeodutH, CyOXOHIpamHa  OCTEOCKIIEpPO3a).
Bo3nanuTtennure M3MeHEHUs Ha CHHOBHAIHATa MeMOpaHa M Ha OKOJIOCTAaBHUTE THKaHM HUMaT
BTOPUYEH XapakTep.

OcTteoaptposaTa e Hail-uecToTo cTaBHO 3a0onsaBane. 3acsira 12-15% ot HaceneHuero Ha 3eMAra.
CwcraBmsiBa okosio 50 % oT Bcuuku peBMatuyHu OonecTH. IIposiBsiBa ce riiaBHO BbB BTOpaTa
II0JIOBMHA Ha KMBOTa. OTHOCHUTENHMST A1 Ha TOBAa 3a00JsiBaHE 1€ HapacTBa B Objelle, Thbil
KaTo ChbBpPEMEHHATa TEHJICHIMS € Ja Ce yBelnyaBa OposT Ha XopaTa B HalpeaHajla Bb3pacT B
o0mara BB3pacToBa CTPYKTypa Ha HaceleHHeTo. Ta3m OoyiecT He 3acTpamiaBa XHBOTAa U
IBJITOJIETUETO, HO B CHILIOTO BPEME HE MO3BOJISIBA J]a CE€ BOJM HOPMAJIEH U II'BJIHOLEHEH KHUBOT.
OcTteoapTpo3aTa € BaXKeH 3paBHO-COIMANIEH MPOOJIeM, KOETO MPOU3THYa Haii-Bede OT BUCOKATa
it yectora. Ukonomuueckute pazxonu 3a 6omaute ¢ OA ca okojo 30 mbTH MO —TOJEMH OT TE3H
3a OOTHUTE C PEBMATOUICH apTPUT.

Haii-BakHa eTHonornyHa poisi 3a pa3BUTHE HA OCTe0apTpo3aTa UTPasT FreHeTUYHaATa
MIPEIMUCIIO3UINS M MEXaHUYHOTO IIpeTOBapBaHe Ha cTaBuTe. [IpuunHHN (hakTopH ca u

BB3paCTTa,  HAMHOPMEHOTO  TEMJIO, CEHJAOKPUHHH W  MCTAa0OJNUTHH  HAPYIICHHUS,
MPEAMISCTBYBAIA  BB3MAIMTEIIHH  CTaBHU  3a00JIIBaHHS, BPOJACHH W  NPUAOOUTH
MaopMaIi Ha CTaBUTE, OCTPU M XPOHUYHH TPABMHU.

CHbBpEeMEHHO JIeYeHHe HA apTPo3HAaTa 00J1ecT
OcHoBHUTE 1IeJIM HA JeueHueTo Ha ooauure ¢ OA ca ciaexnure:

e Jla ce oOmex4aT OOJIKUTE ¥ CKOBAHOCTTA.
e Jla ce oBnasee CHIBTCTBAIIMAT CHHOBUT (AKO TaKbB € HAJIMIIE).
e Jla ce mogo0Opu (QyHKIMATA HA 3aCETHATHTE CTaBH, PECIl. U KAa4eCTBOTO Ha JKUBOT Ha
OOJTHHTE.
e Jla ce mpemoTBpaTd WM 3a0aBU MPOTPECHPAHETO HA JETEHEPATUBHUS TMPOIEC B
CTaBHUS XPYIIST
JleuenueTo Ha OOJHHUTE C OCTEOAPTPO3a M3MCKBA KOMILJIEKCHA TEpareBTUYHA Mporpama, KosiTo
BKJTFOYBA!
e 001K MEPKH, KOPEKIIUs HA BPETHUTE (PaKTOpHU | OTOpEMEHSIBAaHE HAa CTABUTE. .
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¢ (papMaKoJIOrMYHO JIeYeHHE: CUMIITOMATUYHO U OA3MCHO, OOIIO U JIOKATHO.

® 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.

Jlokamaun HCIIBa B pombiaHeHHWE KbM OCHOBHATa Tepamus, 3a OOJICKYaBaHE Ha
Ooskara, ocoO0eHo pu 00JIKa B KOJIEHATA WIIH PBIIETE.
JlokaimHO capsaicin B JIOIIBJIHCHWE KbM OCHOBHATa Tepamus, 3a O0JICKYaBaHE Ha
Oonkara, ocoOeHo 1pu 00JIKa B KOJICHATA WIIU PBIIETE.

3. HCIIBn u Bucoko cenekruBarn COX-2 maxuOuTopu ( B KOMOMHAIWSI ¢ MHXUOWTOpP Ha

IIPOTOHHTA [TOMIIA)

a.

b.

Koraro opannuTte aHaiareTuu WM JIOKAIHOTO JieYeHHWE ca HeedEeKTUBHU, TO
morar ga Obpgar 3amecteHnn ¢ HCIIBn wmmn Bucoko cemexkruBen COX-2
HHXUOUTOP.

Koraro opannute aHaiareTuid WM JIOKAIHOTO JieYeHHWE ca HeedEeKTUBHU, TO
MOXe fa ce momucid 3a gooassane Ha HCIIBa uinn Bucoko cemexkruBen COX-2
WHXUOUTOP.

HCTIBn unmu Bucoko cenektuBeH COX-2 mHXuOUTOp TpsiOBa Ja Ce M3MOJI3BAT B
Hali-HHCKaTa e(eKTUBHA /1032 U 3a Hal-KPaTKO BE3MOXKHO BpEME.

Koraro ce npennucar HCIIBa mnm Bucoko cenektuBeH COX-2 umHxuOuTop,
JEKapcTBO Ha MBPBU H300p TpsibBa na e cranaaptHo HCIIBn wmm Bucoko
cenexktuBeH COX-2 unxubutop. TpsOBa na ce u3dbepe Hall-eBTUHOTO BB3MOXKHO
JIEKapCTBO.

Benukn HCIIBn n COX-2 uHXMOMTOpPHM HposIBSBAT aHaITreTH4eH e(eKkT B
CpaBHMMa CTEMEH, HO C€ XapaKTepHU3HpaT C pa3jIudyeH NOTEHLHUal Ha racTpo-
WHTECTHHAJIHA, YEpPHOApOOHa, KapAuo-BacKyjJapHa M pEHaJHa TOKCHUYHOCT.
N360pbT Ha JekapcTBEH MNPOAYKT MW Jo3aTa TpsOBa 1a ce Oa3upar Ha
WHIUBUAYJIHUTE XapaKTEPUCTUKU Ha MAIMEeHTa, PUCKOBHU (PaKTOPH, BKIIOUYUTEIHO
BB3pacTTa. [laruenTture TpsiOBa perymnsipHo 1a ObJaT MOHUTOPUPAHHU.

AKO TamnMeHTa Beue € Ha Tepamus ¢ HHUCKH JO3HM aspirin, TO MEAWIIMHCKHS
CHEIHaTUCT TpsAOBa na oOmucnu mpueM Ha aHanretunu Bmecto HCIIBn wnm
COX-2 uHXUOUTOPH.

4. UnTpa-apTUKynapHO JeUYeHUe

a.

Koptukoctepouau MHKEKTUPAHU UHTPAAPTUKYJIAPHO MOTraT Ja ce J00aBiIT 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 TOBJIHsIBaHE Ha apTpo3HaTa OOJKa.
[Iupoko npusoxenre Hamupart npenapature Metamizolum u Paracetamol .
e HCIIB1 npurexaBaT NpPOTHUBOBB3IAIUTENCH, aAHAIT€TUYEH, AaHTUIIMPETUYEH U
anTuarperantet edexr. Te ca MOAXOIAIIM 3a CUMITOMATUYHO JieueHUe 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 Ja 3alo4yBa ¢ Ha3HAYaBaHETO Ha TO-
neku u otHocutenHo OesonacHun HCIIBn m mocreneHHo Ja ce mpeMUHaBa KbM IO-CHIIHH,
aKo IbpBUTE HE ca aanu epekT. Jlekapar TpsaOBa 1a mpeAnrucBa OHE3U OT TSAX, KOMTO MM03HaBa
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 Oemne paspaborena HoBa reneparus HCIIBxa -
CEeNEKTUBHH IHKIOOKcuTreHazHu uaxuoutopn (COX 2-uaxuburtopn). COX 2-uHXHOHTOpPHUTE
(celecoxib, parecoxib, etoricoxib) moka3Bat TeparneBTHuHaTa €()EKTHBHOCT, KOSATO € CXOJHA C
Ta3u Ha Hal-mmpoko u3nonsBanute HCIIBa. TsaxHOTO mpenuMcTBO €, 4e ce MOHAcIT 100pe u
BOJIAT /IO 3HAYUTEITHO MO-MaJIKO CTPAHWYHU €(EKTH OT CTpaHa Ha CTOMAIIHO-YPEBHUS TPAKT H
ObOpenMTe, HO TAXHATA KapAMOBACKyJapaH TOKCHYHOCT OrpaHMYaBa yrmoTpebara um. Ha
HAIIIMAT 1Ma3ap ce npeziarar npenapature celecoxib, etoricoxib m parecoxib.
[Ipe3 2011 r. ¢ oryen nmoBUIIEHATa Y€CTOTA HA HEKEJIAHU JICKAPCTBEHU pEaKIMU OT CTpaHa Ha
JyepHus 1pob, Oelre mpeMaxHaTa HHIUKAIKATA 3a JieueHre Ha apTpo3Ha 6oska ¢ Nimesudid.
e Onuonanu anajareruum. llpu mepcucTupamy, CUIHH W HEMOBIHSABAIIM ce OOJKH ce
Hajara JIeYeHUE C ONMHUOMJHM AaHAJITE€TUIH, MPUIOKEHH B HUCKU JO3M M KpaTKH JIe4yeOHU
kypcose . [IpunoxeHune Hamupart mpenaparute oXycodone u tramadol.
e [VIIOKOKOPTHKOMIM 32 JIOKAJHO NpUiIoKkeHHe. BbrpecraBHoTO neyenue ¢ 'K nmemn
MOBJIMSIBAHE HA MOAJEXKAIIUS CHHOBHUT, XOHJPUT, OCTEUT, KAKTO M HAa OKOJIOCTaBHUTE
ThKaHHU yBpeau. [IpeOnokpucramuute 'K ca moaxopsmm 3a mepucTaBHU WHOUITpAIUN
(MHCEpPUMOHUTH, OYPCUTH, JIMTAMEHTUTH), KaKTO W B IMO-JICKUTE CIy4ad Ha aKTHBHUpaHA
ocreoapTpo3sa. Enpoxpucranaute 'K ce npunarar ctporo BbTpECTaBHO U LEJST NOBIHSIBAHE
Ha 0COOEHO YMOpUT CHHOBUT. Haii-uecTo ToBa NeueHHe ce Mpuiara B KOJSHHATa CTaBa.
NmxexTupanero Ha TazobelpeHaTa cTaBa He ce mpemnopbuBa . M3monsBar ce mpemapaTuTe
betamethasone, methylprednisolone u np. He Tps0Ba na ce m3BBpHIBAT MOBEYE OT TPH
WHXKEKIMH B €]Ha CTaBa F'OAUIIIHO.
e Muopenakcantu (baclofen, tolperisone). Muopenakcanture ¢ nentpaino (Baclofen) u
nepudepro (Tolperisone) neiicTBue ca BaKHH BBHB BCHUKH CIy4aW KOraTo UMame HaJIHIIe
MYCKYJIEH cra3bM. Te BIM3aT mo-psaKo B ChOOpaKeHUE B 00IIaTa TepareBTHYHA Iporpama
pu OA.
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e ba3ucrHu cpencrBa 3a JeueHne Ha apTPo3HaTA 00s1ecT ( XOHAPONPOTEKTOPH )

I'moko3amMuH cyagar M XOHAPOMTHH cyJadaT u3MN0I3BaT CE CaMOCTOSATENIHO M KaTo
KOMOMHUpaHU TpenapaTH. TexHuTe e(ekTH ca CBbpP3aHH C TNOAOOpeHa CHUHTe3a Ha
[IIOKO3aMUHOIJIMKaHU, IPOTEOIVIMKAaHU U KOJIAr€H OT XOHAPOLMTUTE , UHXUOMpPAaHE Ha HAKOU
pasrpakiamy Xpylsia €H3MMHM, pelgylnupaHe Ha OojkaTa M NoJoOpsBaHE Ha CTaBHATa
MOJIBUKHOCT, KakTO M peAyLHUpaHe Ha BB3MAJICHUETO IIPU aKTUBUpaHa aprposa. BaxkHo e
MalUeHTHT J1a IpreMa JocTaThuHa JHEBHA /1032 oT 1500 mg riroko3amuH cyndat, kakto u 800
MQ/nH xoHApouTHH cyadart. IIpoabiokurenHocTTa Ha jJedyeOHUs Kypc € 3 Mecela, JBa IbTH
TOJUIIIHO.
HeocanyHsieMn eKCTpakTH OT AaBOKag0 M COsl [pUHAJJIEXaT KbM TIpynata Ha
XOH/IPOTIPOTEKTOPHUTE, HO CHUIO TaKa MpHUTEKaBaT U cuMnToMaTnueH edekrt. Cumra ce, ye
CTUMYJIMpAT CHUHTE3a Ha eKCTpalelyJapHus MaTpuKC Ha CbhEIMHMUTENHATa TbKAaH U
nponudepannsaTa Ha XOHAPOLUTHUTE, MOATHCKAT KOJAareHa3Hara U LMTOKUHOBA aKTHUBHOCT,
MIOBJIMSABAT CBBP3BAHETO HA KOJAareHOBUTEe (uOpH, CTUMyIMpaT pacTeXKHUTE (pakTopu Ha
ChEJMHUTEIHOTPKAHHUTE W XPYLLUIHM KIeTKH. ToBa ylecHsBa 3apacTBaHETO Ha pPaHU U
noxo0psiBa  BB3CTAHOBSIBAHETO HA  JIETEHEPAaTUBHO IPOMEHEHHUTE CTAaBHU  CTPYKTYpH.
[IpoBeneHuTe CpaBHUTENHH, MJ1alle00-KOHTPOJIMPAHH MTPOYUYBAHMs JOKa3BaT €(heKTHBHOCTTA 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 o 1 karcyna JHEBHO 110 BpeMe Ha
XpaHeHe B IPOABDKEHNE Ha 3 Mecela.

o JlyopuxanTu. To3u BUJ JieKapcTBa, U3MOI3BaHM 3a jeueHuero Ha OA, ca ch3Ja/leHu Ha
Oazara Ha xuamypoHoBata kucesnHa (XK). Te nomgoOpsiBaT BUCK0O30-€JIaCTHYHUTE CBOMCTBA Ha
CMHOBMAJIHaTa TEYHOCT. HaTuBHaTa XualypoOHOBa KHCEIMHA HMa CPaBHUTEIHO KpaTbK
MOJIY’)KMBOT M TOpaad Ta3u IpUYMHA C€ HW3IMOJI3BAaT Pa3IUYHM IPOU3BOJCTBEHH TEXHUKU 3a
yAbDKaBaHE Ha Bepurata M craOWiIM3upaHe Ha MoJsekynaTta. [lo oTHouleHHe Ha HEWHHA
MPOU3XO/ U TEXHOJIOTHS Ha U3BIMYaHe ek3oreHHara XK ce cuHTe3npa upes:

® EKCTpaklus OT METIbOB rPeOEH C MOCIEBAII0 IPEUYUCTBAHE;

e OunodepMeHTanuss Ha OakTepuu, mpeauMHO Streptococcus zooepidermicus — merof,

OTJIMYABALL CE C [TO-MaJbK AJIEPT€HEH NOTEHLIUAI.

BbB Bpb3Ka ¢ HAUMHUTE Ha CHHTE3a, XUAyPOHOBUTE KHCEIIMHH MOTaT Ja ce KIacH(pHUIUpaT B
JIBE TPYIH:

e XwuamypoHaHH: J[BITOBEPIKHU MOJEKYIH OT NTHYM TPOU3XOJ WM pe3yiTaT Ha
O6uodepMmeHTalus ¢ MoJieKyIHa Maca oouyaitno mexay 0.5 u 2.8 mDa.

e KpncrocaHo-cBbp3anu (Cross-linked) xuanypoHaHu: XHaTypOHOBH MOJICKYJIH, XUMUYHO
MoauduIpaHn Ype3 KPbCTOCAHO-CBBP3BaHE, ChCTOAIIN CE OT TeYHa (as3a ¢ Mo-TroIsiMa
MoJjieKkyiiHa Maca (okoso 6 mDa) u conmaHa chcTaBKa C HEOTpaHMYSHA MOJIEKYIJIHA Maca,
(bopMupaHu uYpe3 KPbCTOCAHO-CBBP3aHH BPB3KH MEXAY IBITH BEPUTH XHATYPOHOBH
KHUCEJIHHHU.
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Brorpeku ye oT ¢papMakoI0OruuHa riieJiHa TOYKa BCHUYKU XUaTypOHOBU KHCEIUHU 32 BTPECTAaBHO
MPUJIOKEHHUE MPEJICTaBIsIBaT TOJEMHU MOJEKYJIU, 3a KIMHUYHATA I[PaKTHUKa MO-yIOOHO €
pa3aeNsIHeToO UM Ha TaKMBa C HHCKA, CPe/IHAa U BUCOKA MOJICKYJIHA 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€ Hal-4ecTO 3a KPbCTOCAHO-CBBP3aHU MOJICKYIIHU,
YUATO MOJIEKYJIHA Maca € rno-sucoka ot 3 000 KDa

Kpbcrocano-cBbp3aHUTE MOJIEKYJIH Ca Ch3aZCHU C 1€ MOCTUTaHE HA MPOAYKT C MOJ0OpeHH
BHCKOENACTUYHH CBOMCTBa M C MO-TOJSIMA YCTOHYMBOCT Ha JCMCTBUETO HA BBTPECTABHUTE
xuanyponuaaszu. [lpoydyBanus moka3BaT, uye BBTPECTABHUAT MOIY)KMBOT HAa XHAIypOHATHTE C
HHUCKa MOJICKYJIHa Maca € eiBa 24 yaca, JOKaTo TO3M Ha KPBHCTOCAHO-CBBP3AHHUTE MOJICKYIH
MOJKE JIa IOCTUTHE HAKOJIKO THU M JIOPH CEMUIIH.

AKTyanHUTE TIpeNoOpbKU H3THKBAT, Y€ ChILECTBYBAT JOKa3aTelCcTBa B IOAKpena Ha
epukacHocTTa Ha XK B JIedeHHETO Ha TOHApTPO3a KAKTO 3a HaMaJsBaHETO Ha OoJKaTa , Taka U
3a (PyHKIIMOHAIIHOTO NoJ00peHue Ha nauueHTuTe. EQekThT uM ce xapakTepusupa cbhC 3a0aBEHO
Hayajo, HO MO-IPOJIBJDKUTEIIHO BPEMETPAaeHE, B CPABHEHUE C BBTPECTABHOTO MPHIIOKEHHE Ha
KOPTHUKOCTEPOU/IH.

ITpe3 2012 r. AmepukaHckusT kojex mo pesmaronorus (ACR) naBa ycinoBHa mpenopbka 3a
M3IIOJI3BAHETO Ha XHANypoOHAaTH IMpH JICYEHHE Ha TOHApTPO3a, JOKAaTO He IMpernopbyuBa
nmkektupanero uM npu OA Ha ppkara. ACR u3pU4YHO HEe JaBa HACOKH 1O OTHOIICHHE Ha
BbTpecTaBHUTE MHXKeKIMK ¢ XK mpu kokcapTpo3sa.

6. Xupypru4yHo JieyeHue. B KoMIiekCHMsS TepaneBTHYeH MNojaxoi mpu OomHute ¢ OA
ONpPEAENIEHO MSCTO 3aéMa M XHUPYprMuHOTO JeueHue. IIpoBexnmar ce apTpockomnus,
CMHOBEKTOMHUH, KOPUTHPAIIH ONEpalli, €HI0NPOTE3UPAHE.

7. Ou3uKaJIHO JedeHue U pexaduiauranus. ChIIECTBEHO MSCTO NpH JiedeHHeTo Ha OA
3aeMar (U3MKAIHUTE CpeACTBa. Te ce 00eIMHSABAT B CIIEIHUTE TPYIU:
v hU3HOTEpATIEeBTHYHH;
v/ KHHE3UTEePAINICBTHYHH,
v/ KypOpPTHO-KJIMMaTHYHH.
M3non3Bar ce caMOCTOSATENIHO UM KOMOUHUPAHO.
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