MPOEKT

HAPEJBA Ne «.ooovveeeeee ] eeeeeeenee,

3a IpueMaHe Ha (l)apMaKO-TepaHeBTH‘lHO PBKOBOACTBO
o peBMaToJI0rust

Ynen exnHcTBeH. C Ta3u HapenOa ce npuema (papmMako-TepaneBTUIHO PHKOBOJCTBO O
PEBMATOJIOTHS, CHITIACHO MPUITIOKEHUETO.

Ipexoann v 3aKIIYUTETHU PAa3NoOpPeIon

§1. Ilpunoxenuero ce mnyOluMKyBa KaTro NPUTypKa Ha HHTEpHET CTpaHUIaTa Ha
JIbpKaBeH BECTHUK.

§2. Ta3u nHapenba ce mpuema Ha ocHoBaHue wi. 259, an. 1, T. 4 or 3akoHa 3a
JIEKApCTBEHHUTE MPOAYKTH B XyMaHHATa MEIUIIUHA.

§3. YkazaHus mo mpuiiaraHeTo Ha Ta3u Hapenda ce naBaT oT HaumoHanHus ChBET IO
[IEHU U peuMOypcHUpaHe Ha JIEKaPCTBEHUTE MPOIYKTH.

§4. KoHTporbT 1O M3MBIHEHUETO Ha Hapeadara ce ocbllecTBsiBa OT M3mbinHurenHa
are”uus ,,MeauuuHcku Haa30p* U HanmonanHara 31paBHOOCUTYPHUTENHA Kaca.

§5. Hapenbara e npuera ¢ Pemenne Ne ................... Ha HanuoHamHus cbBET 1O
[IEHU U peuMOypCcupaHe Ha JICKapCTBEHUTE TIPOTYKTH.



Ilpunoscenue Kom ui1eH eOUHCMEEH

ODAPMAKO-TEPAITEBTUYHO PBKOBOACTBO I10
PEBMATOJIOI'UA

. BB3ITAJIMTEJIHO-CTABHMU 3ABOJISIBAHUSA
1. PEBMATOM/JEH APTPUT (mo MKB kox M05)

1.1. Jepununms

Peemarouanusr aptput (PA) € XpoOHMYHO aBTOMMYHHO 3a00JIIBAHE C HEWU3BECTHA ETHUOJIOTHSL.
OcHoBHaTa My KJIIMHUYHA MIPOSIBA € CUMETPUYHUAT MPOTPECHpalll epo3uBeH apTputT. Hapen ¢ ToBa
Morar Ja ObJIaT 3ecerHaTi peauua Apyru opraiu u cucremu. Yecrorara Ha PA Bapupa ot 0.5% 1o
1.5%. OOukHOBEHO ce u3sBsiBa BbB Bb3pacTTa Mexay 35 u 55 rox. Ilpu sxenure ce cpema 3 nbtu
MO-YE€CTO, OTKOJIKOTO P MBKeTe. Y Hac 3acerHaTuTe OT ToBa 3abosiBaHe ca okono 30000-35000.

1.2. Ilmarno3a na PA

JHec 3a nuarnoctunupane Ha PA ce uznonssar kpumepuume na ACR om 1987 200.

1. CyrpemHa CKOBaHOCT BBB WJIM OKOJIO CTaBUTE, MPOABIDKABAallla MOHE €IWH 4Yac Mpeau
MaKCUMaJTHOTO TTOI00pEeHHE.

2. ApTpUT B TpH WJIM TIOBEYE CTAaBHH 30HHU, YCTAHOBEHH OT Jiekap. Otuurar ce 14 BB3MOKXHU
CTaBHM 30HM (BASICHO U BISBO) - TPOKCUMAJIHM MHTEpQalTaHIe€aJlHU CTaBH,
MeTakapnodasaHreaqTHu CTaBH, KWUTKA, JIAKBT, KOJITHO, TJEe3€H, MeTarap3odaraHreasHu
CTaBH.

3. ApTpuUT Ha CTaBM Ha pblieTe (KUTKH, MeTakaprnodailaHreagHu WIM [OPOKCUMAIHU
uHTep(aIaHT€aTHU CTaBH).

4. CumerpuueH apTpUT (€AHOBPEMEHHO 3acsraHe Ha €JHU U ChIUIM CTaBHU 30HU JIBYCTPAHHO).
He ce m3uckBa abcomoTHA CHMETpPHS TIPH 3acsiraHe Ha MPOKCUMATHUTE HHTEp(aIaHrearH,
MeTakaprnodanaHreaTHUTe WK MeTaTap3o]aiaHreaTHUTe CTaBu.

5. PeBMaTougHM BB3JH, yCTAHOBEHH OT JIEKap.

6. PeBmaTtomzen Qaktop B cepyma. YCTaHOBSIBaHE Ha MOBUIICHO KOJUYECTBO HAa PEBMATOHICH
(bakTop B cepyma ¢ METO/, KOMTO € MOJIOKUTEICH IPU MO-MaJIKO OT 5% Ipu 37paBu JIMIA.



7. PentrenoBu mpomeHu. Hamwume ©Ha TtHnuyHM 3a PA peHTreHOBM MpOMEHU TIpH
peHTreHorpadus Ha pblie U KUTKH - KOCTHH €PO3HH, IEPUCTaBHA OCTEONOPO3a.

[IspBUTE 4 KpUTEpHUs TPsAOBA 1@ ca OnM Hajuie moHe 6 ceamuiy. {uarnozara PA ce mocraBs, ako
ca HaJlule Hall-MaJKo 4 OT 7-Te€ KpUTEpus.

Knunnunara kaptuna npu PA monsikora ce opopms B NpoAbDKEHHE Ha Meceld. ToBa MpaBu
panHara auarHo3a TpyaHa. [lomydeHuTe gokaszarencTBa 3a JIpaMaTUYHOTO MOAO0OpsiIBAaHE Ha
MPOTHO3aTa Mpu nanueHTu ¢ PA, nekyBanu paHo B eBostonuTa Ha 6onectra cbc k-bMAPJI, kakTo u
Mo-HHUCKaTa e(QEeKTUBHOCT Ha TMPUIOKEHOTO JICUEHHWE Ha TI0-KbCEH eTam, OIpeaeiuxa
HE0OXOIMMOCTTA OT Ch3/1aBAHETO HA HOBH KPUTEPUU 32 OTAU(EPCHIIMPAHE HA MAIIMEHTUTE C PAHCH
peBmatousieH aptpurt. [Ipe3 2010 roa. ca npuetn kinacuduxanuonnure kpurepun Ha ACR/EULAR,
3a manueHTH Hew3nbiaBamm kpurepuute Ha ACR ot 1987 r. llenta e ga ce ompenensaT Te3u
WHIUBUAM C PaHHO CTAaBHO Bb3nalieHue, kouto Omxme sekyBanu ¢ BIIAPJL, 3a ga He momycHem
XpoHUUIMPaHEe WIK CTAaBHO YBPEKIAHE.

Knacugpuxayuonnu xpumepuu 3a panen PA na ACR/IEULAR om 2010 2
1. Hamwmuwme Ha nepudepeH apTpuT B pa3IMyHU CTAaBU 30HH, JOKa3aH KIMHUYHO, 4Ype3 Y3 win

MPT: 0-5 1.;

2. VimyHONOTMYHA aKTUBHOCT - MMO3WTHUBHA WM OTpHIATeTHa ceposnorus 3a RF w/mmu antu-
CCP: 0-3 1

3. Bwp3manuTenHa akTUBHOCT - MOBHILIEHU WK HOpManHU croiiHocTH Ha CRP w/umun CYE: 0-1
T.;

4, I[aBHOCT Ha CTaBHUTE OIIAKBAaHUS - ITOBEYE WU MO-MAaJIKO OT 6 CCAMUIIN 0-1T.

[To xkpurepunte ot ACR 1987 1., 32 na ce mocraBu auaruozara PA, e HE0OX0AUMO J1a ca POSIBEHU
noHe 4 ot 7-te kpurepus. Te umar 91% uyBcrBUTEnHOCT U §9% cnenuduynoct. IIpe3 2010 r.
ACR/EULAR ny6iukyBa HOBH KpUTEPUHU 33 OXapaKTEPU3UPAHETO Ha MAallMEHTUTE, HEMOMalally B
te3n o ACR 1987 r. Te ca paznenenu B 4 rpynu, kaTto nuarfosa PA Moxe Ja ce 1moctaBu npu
Haym4yue Ha cOop oT 6 Touku. J[marno3zara paneH PA ce npuema npu Haau4ueTo Ha c6op > 6 T.

Jbarocpouynara nporHo3a Ha PA He e no6pa. Ha necerara ronnHa oT HavanoTto Ha Goiecrra 50%
OT OOJIHUTE ca ChC 3HAUUTEIIHO HamalleHa (DyHKIIMOHAIHA aKTUBHOCT, a Ha JBaJieceTaTa rojguHa —
80%. CpenHara NMpoabHKUTEIIHOCT HA KUBOTA Ha OOJMHUTE € HamalneHa oT 3 no 18 roxuuu. Haii-
YecTH MNPUYMHHM 3a CMBPT ca HMHQPEKUUH, ChpAeYHM 3abojsBaHusi, OenoapoOHa u ObOpedyHa
HEAOCTAaTbYHOCT, CTOMAIIHO-YPEBHU YCIOKHCHUA.

1.3. IudepeHumana 1MarHo3a

Hudepennunannara nuarnosa npu PA ce mpasu ¢ peauina 6ojecty, B KIMHUKATa HA KOUTO CTABHUAT
CHHJIPOM € BOJICI] UJIM C€ MPOsBSBA HA OIpEJeNieH eTal OT eBoitonusaTa uM. Haii-uecto ce Hanmara
pasrpaHMyaBaHe OT CJIEIHHUTE 3a00JSIBAHHUSA:



1. CepoHeraTuBHM CIIOHIMI0APTPUTH (OosiecT Ha bexTepes, ICOpUaTHUEH apTPUT, CUHAPOM Ha
Reiter, apTpuT npu Bb3NATUTEIHH YPEBHHU OOJICCTH).

2. AptpuTtH, CBbp3aHH ¢ UH(PEKIMS (CENTUYEH apTPUT, PEAKTUBEH apTPUT, PEBMATU3bM U Ip.)

3. Cucremnu 3abonsiBanus Ha cheauHutTenHara Tbkan (CJIE, cuctemHa ckiepoaepmus,
MOJMMHUO3UT/ IEPMATOMHO3UT, CUCTEMHH BacKyJIuTH, Oosnect Ha Behcet, overlap-cunnpom u
ap.)

4. Kpucranuu aptponatuu (mojarpa, XOHAPOKAIIUHO3a U Jp.)

o

Ocreoaptpo3za
6. Jlpyrm  3abonsBanms  (capkoujos3a, xeModuiaHa  apTtpomaTus,  (GUOpoOMHUAITHS,
XeMOXpPOMaTo3a, MHTEPMUTEHTHA XUAPAPTPO3a, MUTMEHTEH BHJIOHOAYJIapEeH CUHOBHT U Jp.)

1.4. Ctparerus B Tepanusita Ha PA

1. Tepanust Ha aktuBeH PA C men na ce MOCTUTHE PEMHUCHs WU HaMallIBaHE aKTUBHOCTTA Ha
3a00JIIBaHETO, aKO HE MOXKE J1a CE TIOCTUTHE PEMHUCHSL.

2. llenTa na ce mOCTUTHE PEMHUCHUSI € OCOOCHO BaKHA MPU MAIUEHTUTE C PAJMOJIOTUYHU JaHHU 3a
Iporpecus.

3. Ilpu BB3pacTHu manueHTH ¢ PA, C-peakTHBEH IPOTEHH U aKTUBHOCTTA Ha 3a00JIIBAaHETO TPsIOBa
€KEMECEUHO J1a € MOHUTOPHUPAT OT CIIELUAIKCT, JOKATO HE CE IOCTUTHE HaMallsiBaHE aKTUBHOCTTA
Ha 3a00JIIBaHETO U PEMUCHS.

IInpBoHaYaJIHA (hapMaKOJOTHYHA Tepanus

o KonBeHIMoHaIHU 00secT-MOANMDUIIMpAINY aHTUPEBMATOMIHHN JekapcTBa (KkBMAPJI)

1. Bwb3pacTHU MalMeHTH ¢ HOBOJUArHOCTHLIMPAH aKTUBEH PA
a. IlepBa nmuus Tepanus ¢ KBMAPJI monorepamus (mepopanHo methotrexate
(MTX), leflunomide uiu sulfasalazine) koiakoTo € BB3MOXHO TO-CKOPO M Haii-
no0pe B paMKUTe Ha 3 Mecela OT HayaHaTa IMposBa Ha CHMIITOMHUTE.
b. Hydroxychloroquine e anrepnaruBa nHa methotrexate, leflunomide wu
sulfasalazine, mpu c1a6o 10 aTUHIPOMHO 3a00JIsBaHE.
c. Jlo3ara Moe Jia ce TIOBHINABA JI0 MAKCUMAITHO IIOHOCHMATA.

2. Jla ce oOMHCIM KpaTKO-BPEMEHHO MpWJIaraHe Ha KOPTHKOCTEPOUIH (IepOopaiHo,
MHTPAMYCKYJIHO MJIM MHTPAaapTUKYJIApHO) P cTapTHpaHe Ha Tepanus ¢ KbMAPJL.

3. Jlo6aBsine Ha BTOopo KBMAPJI (nepopanno methotrexate, leflunomide, sulfasalazine nnun
hydroxychloroquine) ksm mbpBOHaYaNHO M3MOA3BaHOTO KBMAPJI (Step-up ctparerus),
KOraTo HE C€ IOCTUra pPEeMHCHS WM HaMalsBaHE aKTHBHOCTTa Ha 3a00JsBaHETO,
BBIIPEKH NOBUIIIaBAaHE Ha J03aTa.

e TepanusaTa ¢ KOPTUKOCTEPOUIU TDﬂ6Ba J1a IpoAbIKaBa 3a Bb3MOKHO Hall-KpaThK MEPUOJ

OT BpEMC.
e HecTepouaHu NPOTHBOBB3NAIMTEIHU JIEKAPCTBA (HCHBJ'I) CC NMpcamnmcBar caMo Korato €

HaJaune HCAACKBATCH KOHTPOJI HA 00JIKaTa ¥ CKOBAHOCTTA.



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

o HCIIBn ce npeanucBar BBB BB3MOXKHO Hai-HHCKaTa e(QeKTHBHA J103a M 34
BB3MOXHO Hal-KpaThK MEPHOJ] OT BPEME.

o [Jla ce umar npeaBH TEXHUTE HexenaHu Jekapcrsenu peakuuu (HJIP), karo ractpo-
WHTEPCTUHAIHA, KapAHO-BaCKyJapHa, YePHOAPOOHA M pEHAITHA TOKCUYIHOCT.

o Ilaumenture penoBHO Aa ce npociuenssar 3a HIIP.

o Jla ce mpenmuine WHXHOUTOpP Ha MpoTOHHATa momma (omeprazole u ap.) ako ¢
HE00X0IUMO.

o Jla ce uMar mpenBHI W HUHIAUBUAYAIHHUTE PHUCKOBH (acTopH, KaTto BB3pacT H
OpEMEHHOCT.

o0 AKO MalMeHTa € HAJOXKHMTEIHO Ja MpUeMa HUCKH 103u aspirin, To TpsOBa aa ce
OOMHCIIAT ApyrH JUHUUW Tepanus npeau na ce godasst HCIIBn (+ naxubGurtop Ha
MIPOTOHHATA MTOMITa), KOTaTO KOHTPOJIa Ha 0OJIKaTa M CKOBAHOCTTA ca HEaJICKBATHH.

1.5. JlekapcTBeHa Tepanus
dapmakorepanus Ha PA BK/II0YBa:

» Hecenexktusau HECTEPOUIHU NPOTUBOBB3NAIUTEITHN JeKapcTBa (Diclofenac,
Dexketoprofen) u COX-2 cenexrusnu - Etoricoxib, Celecoxib u np.
» T'moxokoprukoctepouau — Prednisolone, Methylprednisolone u ap.
» KonBennuonanau 0oiecT MoAMGUIMpPANIM aHTUPEBMATOMIHH JiekapcTBa (K-BMAPJI) —
Methotrexate, Leflunomide, Hydroxychloroquine, Sulfasalazine.
» buonornunu 6onect MmoauduIMpany aHTHpeBMaTONIHH JekapcTBa (0-BMAPJ):
*  TNFo unxubutopu — Infliximab, Etanercept, Adalimumab, Certolizumab pegol u
Golimumab
* aHTU-P KIeThuHA Tepanus - Rituximab
*  MHXHOMTOpH Ha KO-cTuMynaiusara Ha T-kinerkute — Abatacept
* IL-6 peuenropuu anTaronucty - Tocilizumab
* |IL-1 peuentopuu anTaronucty — Anakinra

» CenextuBHu naxubutopu Ha JAK kunaszu — Tofacitinib u Baricitinib

B Koncencyca va BJIP u [Ipenoprskute Ha EULAR ca 3anernanu cieqHUTE OCHOBHH MOJIOKEHHS 32
(hapMakoIOTUUHOTO JeueHue Ha PA:

Jleuenneto cbe k-bMAPIJI TpsiOBa fa 3armoyHe Bb3MOXKHO Ha-paHO CJe/ TOCTaBsHE Ha IMarHo3ara
PA. 3abaBsiHETO Ha JIEYCHHETO, HAMANISIBA BH3MOKHOCTTa C MOHOTEPAIHUS /1a C€ TIOCTUTHE PEMHUCHS
pu paHeH PA.



Ilenra Ha JeYEHUETO € IMOCTUraHE HAa PEMUCHS WM HUCKA CTENEeH Ha OOJeCTHa aKTUBHOCT.
PeMucusita € ocHOBHa TepameBTH4YHA Iiesl, ocoOeHo mpu paHeH PA, nokato HuckaTa OojiecTHa
aKTUBHOCT MOXe€ Jla € MOAXOJsIla aJTepHaThBa MpH MauueHtu c¢ awiaroroauimieH PA. Ilenta na
JIeYeHHETOo TPsiOBa /1a ce JOCTUTHE B paMKHUTE Ha 3 - 6 Mecera.

MTX e nexapcTBeH IpPOAYKT OT II'bpBa JMHMS Ha JiedeOHara crparterusd. llpu KoHTpauHIuKauuu
wi HermoHocuMocT kKbM MTX, kato mbpBa nuHHS TpsaOBa na ce mumar npeasun: leflunomide,
sulfasalazine wmu MHXEKIIMOHHO 371aTO.

AKO 11e/1Ta He € TIOCTHTHATA C MMbpBOHAYaIHO n30panuss KbMAPJI u nuricBar JIONM NpoOrHOCTUYHU
dakTopu, TpsiOBa na ce npemuHe KbM apyro KbMAPJI unu komOuHarus ot Hsikoiko KbMAPJL
[Ipy HaNMUYUETO HA JIOMIM MPOTHOCTUYHU (HaKTOPH WM JIUIICBA YCIIEX OT MPEIIIeCBAIlOTO JICUeHHE
¢ KbMAPJI ce no6aBst 6uosiorudeH jekapcTBeH npoAaykT wim TcbMAPJL.

[Tpu manmenTn, orroBopwiu HemoctarbuHo KbM MTX w/mmu apyro kBMAPII, ¢ wmm 6e3 I'K,
TpsOBa Aa ce 3amoune JiedeHue ¢ ononornaan bBMAPJI (6BMAPIJI). Ceramnara npakTuka U3UCKBa
Ja Cce 3amoYHe ¢ aHTHOUTOKMHOB wuHXxuOutop: adalimumab, certolizumab, etanercept,
golimumab, infliximab wnu tocilizumab, koiito Tps6Ba na ce komounupa ¢ MTX (mipu aurnca Ha
npotuBonokazanus). Camo 3a tocilizumab u baricitimib ¥ma mokasaTencTa, 4e MOHOTEpAIUATa €
TOJNKOBa €(heKTUBHA, KOJIKOTO KomOnHamus ¢ MTX.

Taprerhu cnenuduunu Oosnecto Monuduuupamy anTupeBMaTu4yHHu JiekapctBa (tsSDMARDs,
tcBITAPJI), kouto naxubupar Jak (tofacitinib, baricitinib).

[TarueHTHTE C HEAOCTATHYCH OTTOBOP KBbM ITBPBUS MPEANMCAH AHTUIIUTOKUHOB HHXHOUTOP TPsiOBa
na nosydat apyr 0bMAPJI unu TcbMAPIJIL.

Anakinra e mpeaHa3HaueH 3a JieYeHHE TPH BB3PACTHU Ha MPHU3HAIMTE M cUMOTOMHTE Ha PA B
KOMOWHAIIHSI C METOTPEKCAT C HeaJeKBaTeH OTTOBOP KbM CAMOCTOSITEITHO IPUJIaraH METOTPEKcarT.
Korato ce yrounsiBa nedeHueTo, TpsiOBa Ja ce UMaT NMpeABU U Apyru GakTopH, OCBEH OoJiecTHAaTa
aKTUBHOCT, KaTO MPOrPecusi Ha CTAaBHUTE YBPEKIaHHs, KOMOPOUAHOCT U TPO(UI Ha JIeKapCTBEHA
6€e30macHOCT.

BosectHata akTUBHOCT ce olleHsABa ¢ moMoinrra Ha ciaeguaute maaekcu: DAS28, SDAI u CDAL.
[Ipenopbkata Ha B/IP e B pyTuHHaTa npaktuka aa ce usnoiaszsa DAS28. 3a pemucus ce npuemar
croitHocTi Ha DAS28 1o manku ot 2.6, a 3a HICKa aKTUBHOCT - CTOWHOCTUTE MEXTy 2.6 1 3.2.

JlekapcTBeHH NPOAYKTH

1. HecTepouauu npoTuBOBb3NAJMTE]IHH JekapcTBeHu npoaykTu (HCIIBJI)

HCIIBJI ca rpyma JekapcTBeHH cpelcTBa ¢ 00e300isBall, MPOTHBOBb3MNAIUTEICH u
aHtunuperudeH edexr. Te ca cxonHu 1no (hapMakoJIOrMYHHM CBOMCTBA, OMOJIOrMYHA AKTUBHOCT U
MexaHu3bM Ha neictBue. COX2 MHXMOUTOpPHTE MMAT MO-ciaba TOKCHYHOCT MO OTHOIICHHE Ha
cromaxa u nyoneHyma. HCIIBJI BomsT 10 CMMNTOMAaTHYHO MOBIUSBaHE Ha CTaBHaTa OoOJIKa,
CKOBaHOCTTA, OTOKa, (DYHKLIMOHAIHUS KaNalUTeT Ha ONOPHO-/IBUraTeNIHUS arnapar, T.€. [IOCTUTa ce
3HAYUTENIHO KIMHUYHO Noto0penue. Te3u nekapcTBEHU NMPOIYKTH HE MIPOMEHST X0/1a Ha OoJecTTa,
pECII. U CTaBHATa JECTPYKIHS.



HpOI[’bJ'DKI/ITeJ'IHOCTTa Ha JICUCHUCTO 3aBHMCH OT AKTUBHOCTTA Ha apTpHUTa. HpenoquBaT ce
KpaTKOTpaﬁHH KypCOBE€ KaTO CC€ HMMAaT NPCABUA KapAWOHUBACKYJIapHHUA, I'aCTPOMHTCCTHHAIHUA U
OBOpPEYHUS PHCK.

[Tpu neyenuero Ha PA Haii-uecto ce uznonzart: 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. KonBeHunoHAIHH §ojecT-MOAU(PUIMPAIIM AHTHPEBMATHYHH JIEKAPCTBEHU NMPOAYKTH (K-
BMAPJI)

Metotrexate (MTX) e cpeactBo Ha u360p mpu 60sHE ¢ PA. [ToHOCHMOCTTa KbM TIperiapata € MHOTO
noopa. Edexkrbr my HacThnBa Obp30 (cien 4—6 ceamunm). Toil e aHtaroHuct Ha (omueBara
KucenuHa. brokupa nuxuapodornar-penykrazara T.e. NypuHoBus cuHTe3. [lozata e 7,5-25
mg/cenm. KomynatuBHaTa n10o3a € 5 rpama. MTX 3apbikuTenHo Tps6Ba 1a ce npuema ¢ Qosuena
kucenuHa 5 - 10 mg/cenmMudHoO.

Leflunomide e anrepnatuBa Ha MTX. To3u NPOAYKT € MHXUOUTOP HA MUPHUMHUIMHOBUS CHHTE3.
Tpancdopmupa ce B aKTHBHHS METa0OJIUT MAJOHOHHTPHIAMHI, KOHTO OJIOKMpa aKTHBHOCTTA Ha
JUXUAPOOpOTaT-Iexuaporenasara. Jleuennero ce 3anousa ¢ fgo3a 100 Mg AHEBHO Npe3 MIbpPBUTE
TPU IHU, a cllefl ToBa MmpoabbkaBa ¢ 20 Mg exenHeBHo. Ilocnennure ronuHu HE ce mpuiara
HaTOBapBalla J103a, a AMPEKTHO ce 3amouBa ¢ 20 Mg aHeBHO. EdexTbT My HacTbhnBa cien 46
CEeJIMUIIH.

Sulfasalasine e antepHaTHMBeH BapuaHT NPH HEBB3MOXKHOCT Ja ce 3amouHe JjiedeHne ¢ MTX.
[IpenopbuanaTa cxema 3a 3amo4BaHe Ha JIeYeHHETO €: mbpBa ceaqmuiia S00 mg gHeBHO (Bedep);
BTOpa ceamuia 2 x 500 mg nueBHO; Tpeta ceamuua S00 mg cyrpun + 1000 mg Bedep; yeTBBpTa



ceamuna 2 x 1000 mg nueHo. [Ipu HemocTaThueH edekT nazara Moxke 1a Obae yBenudeHa Ha 3000
mg aueBHo. CiieJy MOCTUTaHE HA PEMHCHS MJIM HUCKa O0JIeCTHAa aKTUBHOCT JHEBHATA J03a MOXeE Ja
O0bae Hamanena Ha 2000 mg wm 1000 mg. HammsaT onut mokasa, ye 10308 pexuMm 2 X 500 mg
JTHEBHO 7 JTHM U nipemuHaBane Ha 2 X 1000 M@ nHEeBHO mpe3 BTOpaTa ceaMuIia ce Toepupa 1o0pe u
edexTa HaCThIIBA MO-paHo. [I[pOIBIKUTETHOCTTA HA JICUCHUETO € HEOIPEACIICH.

Conu na 3namomo (Aurothioglucose, Sodium aurothiomalat, Sodium aurothiosulfate).
[TapenTepallHO NpUIaraHUTE COJIM HA 3J1aTOTO ca anrtepHaruBa Ha MTX. Bbp3npuero e e4yeHuero ¢
MapeHTepaiHuTe Mpenapary Ja 3alovyHe ¢ Ha3HayaBaHE HA Herojemu, npoouu no3u. [Ipu mbpBara
UHDKEKIMS ce BbBeXkIa He moBede or 10 Mg 3maro, cien cemmumna (mpu yciaoBue Ha J00pa
MOHOCHUMOCT) J103aTa Ce yBeln4vaBa Ha 25 MQ, a oT 3-ta cemmmuna (Opu JuIca Ha CTPAHUYHH
edeKTH) ce Ha3Ha4yaBa CTaHAapTHA J03a oT 50 MQ ceaMUYHO 10 00Ima KoMynaTuBHa g03a 1500 —
2000 mg. Cren ToBa ce mMpoabKaBa ¢ Mojmbpikamia mo3a or S0 mg Ha 2 cenmunu (3a 4 - 6
Mecela), a Mo-KbCHO J103aTa MOKeE Jla ce HaMaiu Ha S0 Mg exeMeceyHo B MPOIBKEHUE Ha TOIMHU.
Ako Hama nojoOpenue npu HanpaBeHu 800 MQ 37aTOJEUYEHUTO CE€ CHUpA IMOpaau JUIca Ha
e(EKTUBHOCT.

Jleuenuero ¢ Penicillamin ce 3amouBa cbe 125-250 mg/nu B npoabkenue Ha 4 cenmuiu. Cren
TOBA JI03aTa ce nmopuinana cbc 125-250 mg/nH Ha Bceku 4 - 12 ceIMHIM 0 ITOCTUTAHE HA PEMHCHS,
HO He TpsOBa ma HazBumasa 1500 mg/mu. Crnex mocTuraHe Ha PEMHCHs WIM HHUCKa OoJeCTHa
aKTUBHOCT B MPOJBIDKEHUE Hall-MaJlKo Ha 6 Mecella ce MpeMUHaBa Ha MOJAbpiKalla 1032, KOSTO
obuuaitno ¢ 500 - 750 mg/au. Ilpu neuenue ¢ Penicillamine ce mpemopbuBa Ha3HayaBaHe Ha
BuTamMuH B6 (mupunokcun) B go3a 50-100 mg/24 yaca v MOJIMBUTAMUHO3HH 100ABKH, 0COOCHO TIPH
HapylIeHUE B XpaHEHETO Ha OOJIHUTE.

Anmumanapunnu (chloroquine u hydroxychloroquine). Iparoroaumiausat onut Ha KinHukara mo
peBmaroniorus B Codusi € mokazan eheKTUBHOCTTAa M 0€30MacHOCTTa Ha CJIeHAaTa TepareBTUYHA
cxema IpH MalUeHTH CbC cpelHa TenecHa Mmaca: 2 X 1 tabnerka 20 - 30 nHu, criex koero mo 1
TabneTka Bedep. JledueHHeTo MpoabiikaBa MECELU W TOJMHHU IPU PEIOBEH KOHTPOJ 32 TOKCUYHH
nposiu. CaMocTosiTeNTHaTa poJid Ha aHTUMaJlapuitHUTE JIeKapcTBa Npu JiedeHueTo Ha PA e manka.
[To-yecTo ce mpunarat B komOuHanus ¢ MTX.

Azathioprine ce wu3mon3Ba KaTo WMYHOCYNPECHBEH aHTHMETA0OIHUT CAMOCTOSATENHO WJIH B
KOMOMHAIMSI € JPYrd JIEKAapCTBEHH MPOAYKTH (Hal-4ecTO KOPTHUKOCTEPOUIU) 3a MpPOMsHA Ha
UMYHHUSI OTrOBOp. TeparmeBTUYHHUAT OTrOBOP CE TMPOSBSIBA CJEN HIKOJIKO CEIMHUIM 10 HAKOJIKO
Mecela, KOeTo J1aBa Bb3MOXHOCT Jia c€ HaMalld Jjo3aTa Ha IIoKokopTukouaa. [Ipunara ce B go3a
1.25-3 mg/kg/24 yaca npu ManyeHTH ¢ peBMATOUICH apTPUT.

Cyclophosphamide e ankunupan arenr. [To-psako ce uznonssa npu 6omaute ¢ PA.  Ipenopsua
ce mepopaieH npueMm B 1o3a 1-2 mg/kg 3a nenonomue. [Ipu Hanu4yue Ha BaCKyJIHT MOXE Ja ce
MIPUIJIOKH KaTo myscoBa Tepanus B 1o3a 1000-1500 mg/ M? BeIHBK Ha 4 CEIMUIIA.

Cyclosporine A unxubupa T-kieTbuHHs UMyHEH O0TroBop. [IpenopruBa ce MPUIOKEHUETO MY MPH
HeedexktuBHOCcT Ha napyrute BITAPJI. Jleyenuero ce 3amouBa ¢ 103a He mo-roisiMa ot 3 mg/kg 3a
JCHOHOIMe, B JBa mpueMa. IIpu HeobOxomammocT mgo3ara ce yBenumdaBa ¢ 0.5-1.0 mg/kg B



3aBHCHUMOCT OT e(peKTUBHOCTTA (OIeHsBa ce e 6-12 ceIMHUIN) U TOHOCMMOCTTa. MaKkcuMasHaTa
JHEBHA J103a He TpsiOBa j1a mpesuinasa 5 mg/kg.

3. buonoruyHu OosecT-MoauGUUHMPAIIH AHTHPEBMATHYHM JIEKAPCTBEHM MNPOAYKTH (0-

BEMAPJI)

* TNFo naxuduropu

infliximab — xumMepHO 4YOBEIIKO-MHUIIIE MOHOKJIOHAIHO aHTUTSIIO
ot kiac 1gG1

etanercept — ¢gy3uoHEH NMpOTEerH

adalimumab — e pekoOMOMHAHTHO YOBEIIKO MOHOKJIOHAIHO
AHTHUTSIIO

certolizumab pegol — nermmmpan fab ¢pparMeHT OT XyMaHU3UPAHO
PEKOMOHHAHTHO, MOHOKJIOHAJTHO AHTUTSLIO, oe3
TpaHCIUIalleHTapeH TpaHchep

golimumab — JoBeIko MOHOKIIOHATHO aHTUTSUIO OT Kitac IgGlk

® aHTH-ﬁ KI€TBbYHA TEpalns

rituximab — XuUMepHO MHIIE/YOBEIIKO MOHOKJIOHATHO aHTHUTSIIO,

IMPpCaACTAaBABAIIO TJIMKO3UIIMPAH I/IMYHOFJ'IO6y.HI/IH C YOBCIIKHU

IgG1

* HMHXUOUTOPH HA KO-cTUMYJanuATa HA T-kiaeTKkuTe

abatacept — ¢y3uoHeH npoteuH

* |L-6 peuenTOpHN AHTATOHUCTH

tocilizumab — xymanmsupano IgGl MOHOKJIOHATHO AHTHUTSIIO

CpeIly YOBEIIKH UHTEPJICBKUH-0

* |L-1 peenToOpHH aHTATOHUCTH

anakinra — YoBemiky UHTEPICBKUH-1 pEIenTOpEH aHTarOHUCT

* JAK unxudurtop

tofacitinib - cenexruBen uaxudutop Ha JAK1 n JAK3



- baricitinib - cenexTuBen unxudurop Ha JAK 1 n JAK 2

Adalimumab e pexomOuHanTHO W3LsUIO YoBemKO |gGl MOHOKIIOHATHO AHTUTSIIO, HACOYEHO
cpemy TNF-o. CBbp3Ba U HeyTpalM3upa pa3TBOprMaTa U MeMOpaHHO-CBbp3aHata ¢popma Ha TNF-
o.. [Ipunara ce noakoxuHo 1o 40 Mg BenHbXk Ha 2 cenmuu. Ilpu MoHOTEpamus, HIKOU MALMEHTH,
IpU KOUTO OTrOBOPBT KbM Tepanusta ¢ Adalimumab 40 mg npe3 ceamuiia e mOHMKEH, MOTaT Ja
MMaT MoJi3a OT yBelu4aBaHe Ha jo3ara jo 40 mg amanumymad Beska ceamuia wim 80 mg mpes
cenmuiia. AnanuMymal TpsiOBa Ja ce M3IO0JI3Ba MO BpeMe Ha OPEMEHHOCT, CaMO aKO € HU3PHYHO
HeoOxoauMo. He ce odakBar edekTH BbpXY KbpMEHHTE HOBOpPOJCHU / KbpMmaueTa. ClieoBaTeIIHO
Adalimumab moe 1a ce u3M0J13Ba 110 BpeMe Ha KbpPMEHE.

Adalimumab ce npunara 3a neyeHuve Ha cnegHute guarHosu: M05.0, M05.1, MO05.3,
M05.8; M08.1, M08.3, M08.4,

Certolizumab pegol e nerunupan fab GpparMeHT OT XyMaHU3UPAHO PEKOMOMHAHTHO, MOHOKJIOHATHO
aHTUTAI0, Oe3 TpaHcmaueHTapeH TpaHcdep. Vima Bucok apunuter kbM yoBewmkus TNF-a, kakTo
KbM pa3TBOpHMMara Taka W TpaHcMemOpanHata My d¢opma. He cwpappxka FC ¢parment.
[IpenopbunTenHaTa HavajaHa J03a HpU Bb3pacTHU mnauumeHTH € 400 mg (mpuiaraHa kato 2
noAakokHU uHxkekuuu no 200 mg nueBHo) Ha cenmumm 0, 2 u 4. Crnen HavaigHaTa J03a,
IpernopbunTeNHaTa nojabpxkama no3a € 200 mg Ha Bceku 2 ceamuuy. Cren Kato € MOTBbPACH
KJIMHUYEH OTrOBOP, MOKE J1a ce OOMUCIIN alTepHaTUBHA nojabpikaiia no3a ot 400 mg Ha Bceku 4
cenmui. Ilonacrosmem Certolizumab pegol e mepBoro u emmucTBeHO O0m06peHo or FDA
OMOJIOTMYHO JIEKAPCTBO 3a JICYeHHE Ha HepeHTreHorpadcku axSPA Ha 0aszara Ha 52 ceqMHYHO
npoyuBane C-AxSpAnd. IlepcnektuBHO chOUpanutTe mgaHHU OT Hax 500 OpeMEHHOCTH, ¢
excniosunusi Ha Certolizumab pegol, ¢ u3BecTeH M3xox Ha OpeMeHHOCTTa, BKIouBamy Haj 400
OpEeMEHHOCTH, C €KCHO3MLUs Ipe3 IbpBUS TPUMECTBHP, HE IMOKa3BaT Mal(opMaTHBEH e€(peKT Ha
Certolizumab pegol. Brripeku ToBa, HATMYHUAT KJIMHUYEH OMUT € MPeKaJleHO OTpaHHueH, 3a Ja ce
3aKJII0YH, C pa3yMHa CUTYPHOCT, Y€ HsIMa YBEJIMYEH PHUCK, CBbp3aH ¢ npuiaraseto Ha Certolizumab
pegol mo Bpeme Ha OpemenHocT. Certolizumab pegol TpsiOBa ga ce u3moi3Ba MO BpeMe Ha
OpeMeHHOCT caMO Tpu KiIMHMYHa Heobxoxumoct. CRIB  mpoyuBane — mpocmekTHBHO,
MOCTMApKETUHTOBO, (hapMaKOKWHETHYHO MPOyYBaHE C JU3aifH 3a TOYHA OIIEHKAa HAa HUBOTO Ha
ianeHTeH TpaHpep Ha CZP ot maiikure kbM nenara. CZP e mokasan JumcBail 10 MUHHMAJEH
marieHTapex tpancdep (<0.1%).

Certolizumab pegol moxe nma ce mpuiara mpu KbpMeHe, a 10 BpeMe Ha OPEeMEHHOCT camo IpU
KJIMHUYHA HE0OX0IMMOCT.

Certolizumab pegol ce npunara 3a neyeHue Ha cnegHute guarHosn: M05.0, M05.1, M05.3,
MO05.8;

Etanercept e nambiaHo uoBemku pastBopuM TNFa penentop. Tolt e numep, cberosimy ce OT
M3BBHKIJIEThYHATA YacT Ha JABa peuentopa 3a I NF, npukpenenu kbM FC ¢pparmMeHTa Ha YOBEILIKUS
umyHorno6ynud G1. Cebp3Ba ce komnetutuBHO ¢ TNF-o nnu TNF-f B nmupkynanusara 1 no to3u
Ha4yMH OJIOKMpa TAXHOTO B3auMoJeiicTBue ¢ peuentopute 3a TNF BbpXy KieTbuHaTa MOBBPXHOCT.
[Ipu BB3pacTHU ce mpuiara B 1o3a 25 Mg, aBa nbTH ceaMUYHO win 50 MQ, BEOHBXK CEIMHYHO
MTOJTKOXKHO.

Etanercept ce npunara 3a nedeHue Ha cnegHute guarHosu: M05.0, M05.1, M05.3, M05.8;

M08.1, M08.3, M08.4,
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Golimumab e pekomOunanTHO M3UsI0 YoBemKO 1gGl MOHOKIIOHAIHO AHTUTSIIO, HACOUCHO KBM
TNF-a. MoOHOKJIOHaJIHHUTE aHTUTENA CBBP3BAT B CTAOMJIEH KOMILJIEKC KaKTO pa3TBOpMMAra Taka U
tpancmemOpanHata ¢gopma Ha TNF-o. Ilpumara ce moakoxHo mo 50 MY BeAHBX MECEUHO.
[Marmentnn ¢ TemecHo terno Hax 100 kg, mpu kouto cimex 3 mo 4 103U HE CE TIOCTUTHE
3aJJOBOJIUTEJIEH KIMHUYEH OTIOBOP,MOXKE Jia c€ 0OChJM MOBHUILABAHE HA J103aTa HA roJuMyMad 1o
100 mg BegHBK MECEUHO, KaTO C€ B3E€ME€ IPEABUJ MOBULIEHUAT PUCK OT ONPEIEIEHU CEPUO3HU
HEXKEJIaHW JICKapCTBEHW peakuuu npu poszata or 100 mg B cpaBHeHue ¢ aoszara oT 50 mg. [lpu
nalueHTd 0e3 JaHHM 3a TepaneBTHYeH edekT ciex 3 no 4 nombaHuTenHu no3u ot 100 mg
IIPOABIKABAHETO HA JICYEHUETO TPsAOBa J1a c€ IPEOLIEHH.

Golimumab ce npunara 3a nevyexHne Ha cnegHute gmnardHosn: M05.0, M05.1, M05.3, M05.8;

Infliximab ¢ XxuMepHO MOHOKIOHAJIHO AHTUTSIIO, CHABPIKAIIO YOBEIIKH M MHIIM KOMIIOHCHTH.
Cebp3Ba ce cnenmuduyHO C pa3TBopuMara U TpaHcmMemOpanHa ¢opma Ha TNF-o.
[IpenopbunTennara g03a 3a jedennero Ha 6omuu ¢ PA e 3 mg/kg., mocnenBana OT JOMBIHUTEITHH
uH(py3uu B 103a 3 mg/kg Ha 2-ta u 6-Ta ceaMuIa clie] IbpBaTa UH(DY3Us, CIel KOETO — Ha BCEKH 8
cexmuirn. Infliximab Tps6Ba na ce npuara eHOBpEMEHHO C METOTPEKCAT.

HanuuHuTe MaHHU OKa3BaT, y€ KJIMHUYEH OTTOBOP OOMKHOBEHO CE€ MOCTUIa 0 12 ceAMMIIM OT

HAYaJIo0TO Ha JieueHuero. [Ipu manueHTH ¢ HEAOCTaTh4eH OTrOBOP WJIM 3ary0a Ha OTrOBOpP CIel

Kpasi Ha TO3W TEPHOJ], MOXKE Jla c€ 00CHIU IMOCTEIICHHO MOBUIIIABAHE HA J103aTa C MPUOIU3UTEITHO

mo 1,5 mg/kg no makcumaiHa nmo3a 7,5 mg/kg BenHBXK Ha Bceku 8 cenmuim. KaTto antepHarnBa

MOJKe J1a ce 00CHAM U MPUIOKEHHE B 1032 3 mg/kg Ha BCekH 4 cenMUITA. AKO C€ TIOCTUTHE JOOBD

OTrOBOp, JICYCHHETO Ha TAIMECHTa TPsOBa J1a MPOABIDKK C M30paHaTa J103a WM Mpu W30paHHUTe

HHTEPBAJIH.

[TpoabmkaBaHETO Ha JICUEHUETO TPsiOBa Jla ce OOMHCIM BHUMATEIHO MPH MAIMECHTH, MPH KOHWTO

HsMa JIaHHHW 3a TEPAleBTUYHO IMOBJIMSBAHE Tpe3 MbPBUTE 12 CEAMHIM OT JICUCHHETO WJIH CIe]

KOPEKIIMS Ha J103aTa.

Infliximab ce npunara 3a neyeHne Ha cnegHute guardHosu: M05.0, M05.1, M05.3, M05.8;
Tocilizumab e xymanuszupano 1gG1l MOHOKIIOHATHO aHTHTSUIO cperly 4YoBemkus IL-6 peuenrop,
noiy4eHo upe3 pekomOnHanTHa JIHK texnomorus. RoActemra, B KOMOMHAIIMS ¢ METOTpEKCAT
(MTX), e mokasas 3a:

. JeYeHue Ha TeXbK, aKTHUBEH M mporpecupamnl pesmaroujeH aptput (PA) mnpu
BB3pPACTHU MALIMEHTH, KOUTO NPEaU TOBA HE ca JiekyBaHu ¢ MTX

. JIeYeHHE Ha YMEpEH /0 TEeXbK akTuBeH PA mpu Bb3pacTHM NAlMEHTH, KOUTO ca ce
MOBJIMSIIM HENOCTAaThYHO UJIM ca UMAJIM HETOHOCUMOCT KbM MPEAXO0JHO JEUYEHHUE C €IHO HIIH
nopeye Oonect-moauduuupamu aHTupeBmatuuHu JjekapctBa (BMAPJI) wumm  kbpM
aHTaroHUCTU Ha Tymop-HekpoTuszupamus gaktop (TNF). IIpu Te3u manuentu Tocilizumab
MOJX€E J]a c€ Ipujiara KaTo MOHOTepanus B ciy4ail Ha HenmoHocuMocT KbM MTX mim korato
NPOABIKUTENHO JieueHrue ¢ MTX He e moaxoasuo.

HokazaHo e, ue Tocilizumab HamansiBa CKOpOCTTa Ha NMPOTPECHs Ha yBpeXkJAaHE Ha CTABUTE,
U3MepeHa 4pe3 peHTreHorpadus, u noxodpsBa TeirecHara (QyHKIUSA, KOraTo ce Npujara B
KoMOuHaIus ¢ Merorpekcar. [Ipenopruntennara no3a e 8 mg/kg tenecHo Terno BeAHBK Ha
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Bcekn 4 cemmunu. [lpumara ce upe3 BeHo3Ha wuH(QY3us B mpoabbkeHne Ha 1 dac.
Perucrpupana e u ¢opma 3a MoaKOKHO MPHIIOKEHHE - 162 MY BEIHBXK CEIMUYHO.

Tocilizumab ce npunara 3a nedyeHue Ha cnegHute guardHosu: M05.0, M05.1, M05.3, M05.8;
M08.2; M08.3; M08.4.

Rituximab e XuMEepHO MHIIIO/YOBEIIKO MOHOKJIOHAIHO AaHTUTUI0 HacoueHo cpeury CD 20

AHTUTECHA pa3noyiokeH BbpXy B mmmdonuture. CBbp3Baiiku ce cbe CD 20 memOpanHms

nporerH rituximab wmHAymmpa KieTh4Ha CMBPT upe3 amomnTo3a. Rituximab B xomOuHamms ¢

METOTpEKcaT € MOKa3aH 3a JCUCHHE Ha Bb3PACTHU MaLUEHTU C TEKbK aKTUBEH PEBMATOUICH

apTpUT, KOUTO HE C€ MOBIHUSABAT JOCTATHYHO WJIM MMAT HEMOHOCHMOCT KBM JIpyru OojecT-

MoauduIMpamy aHTupeBMaTudHu JsekapcrBa (BMAPJI), BKIIOUMTETHO €IWH WU TOBEYE

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

Jlokazano e, de Rituximab mamansBa yecToTaTa Ha MPOrPeCHs Ha CTABHOTO YBpPEXKIaHE,
M3MEpEeHOo upe3 peHTreHorpadus, U moao0psiBa ¢usnveckara QyHKIHS, KOraTO Ce IMpuiara B
koMmOmHaus ¢ Merorpekcar. [Ipwimara ce mon ¢opMara Ha JBE HWHTPABEHO3HH HHQY3WH I10
1000 mg mpe3 14 muu. Cnem 6 - 12 mecema kypca ce moBtaps. [Ipemm Bcsika uHOy3Hs ce
NpaBU TPEMEIUKAIMs C TJIFOKOKOPTHKOW (MHTPABEHO3HO), AHAJITETHK W AHTUXHUCTAMUH
(MHTPaMyCKYJIHO).

Rituximab ce npunara 3a nedenune Ha cnegHute guarHosu: M05.0, M05.1, M05.3, M05.8;
Tofacitinib e cenextuBen wunxuOutop Ha JAK1 m JAK3 karo orcimabBa cCHrHaIuTe Ha
unrtepneskuante (IL-2, -4, -6, -7, -9, -15, -21) u unrepdpeponu tum I u Tun II, koeto Boam 10
MOJyJIMpaHe Ha UMYHHUS U Bb3NAIUTENHUS oTroBop. [IpenopbunTtennara no3a € 5 mg, npuiaraHa
JiBa M'bTU JHEBHO. PeructpupaH e 3a JiedeHHEe Ha YMEpPEHO aKTMBEH M BUCOKO aKTHBeH PA B
komOunaiust ¢ MT. B cinywaure, xorato MT e HempuioxuM MoXe Ja ce H3MO0I3Ba KaTo
MOHOTEpanus.

Tofacitinib B xombunanus ¢ merorpekcar (MTX) e mokazaH 3a JedeHHEe HAa YMEPEHO TEXBK H0
TeXbK akTUBEH PA Tpu BB3pacTHH MAIMEHTH C HEJOCTATHhYCH OTIOBOP WIJIM C HEMIOHOCHMOCT KBbM
€HO WM NoBeue MoAuduIMpaliy 6ojecTTa aHTUpeBMaTHUHU JiekapcTBa. Tofacitinib Moxke na ce
Ipuiiara KaTo MOHOTepanus B ciiydail Ha HermoHocumocT kbM MTX nnm korato sneuenne ¢ MTX He
e noaxoxsmo. [IpenopbunTennara go3a € 5 mg, npujarasa Jsa mbTH JHEBHO.

Monotepanusata c¢ tofacitinib e cpmocraBumMa ¢ JApyruTte TepamuHM, IO OTHOIIEHHE Ha
6e3omacTHocTTa U edexTuBHOCTTa. KoMOuHMpara Tepanus Ha tofacitinib 5 mg u 10 mg ¢ k-
BMAPIJI, naii-Beue ¢ methotrexate, moka3sa OJMM3KM KIMHUYHU PE3YJITAaTH O KOMOWHUpPAaHUTE
tepanu ¢ 0-BMAPJI, HO 3a ompenensHe Ha npoduia Ha O€30MaCHOCT ca HEOOXOIUMH
JOMTBIHUTETHU U3CIICBAHUSI.

Tofacitinib ce npunara 3a neyeHune Ha cnegHuTte gmnarHosu: M05.0, M05.1, M05.3, M05.8;
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Baricitinib ¢ cenextuBen u obpatum mHxuOuTOp Ha Janus kmuaza (JAK)1 u JAK2. Iloka3an e 3a
JIEYEHUE HAa YMEPEHO TEXbBK /10 TEKbK aKTUBEH PEBMATOUJIEH apTPUT MPHU BB3PACTHHU NALUEHTH,
KOUTO HE C€ NMOBJIMABAT aJE€KBAaTHO WJIM MUMAaT HEMOHOCHMOCT KbM JIEYEHHE C €IHO WJIM IOBEYE
Moaudumpany 00JIeCTTa AHTUPEBMATOUTHU JIEKapcTBa. MOXe /1a ce U3MO0I3Ba KATO MOHOTEpAIUs
i B komOuHammst ¢ MTX. Ilpenoppunrennara mo3a € 4 mg BeOHBXK IHEBHO. Jlo3a oT 2 mg
BEJIHBXK JHEBHO € MOJAXOJAINA 3a MAllMEHTH Ha BB3PACT > 75 rOAMHU M MOXKE Ja € MOAXO/sIIa 3a
MalMEeHTH C aHAMHE3a 32 XPOHUYHH WM peruauBupaiy naexnun. J{o3a oT 2 mg BeAHBK JHEBHO
MOXeE J]a c€ MMa IpeABUJ ChUIO M 3a NALMEHTH, IIOCTUTHAIM TPACH KOHTPOJ HA aKTUBHOCTTA Ha
3a0o0iABaHeTO ¢ 4 mg BEAHBK JHEBHO U OTrOBapsILY Ha U3MCKBAHUATA 32 [TOCTEIIEHHO HaMallsiBaHe
Ha Jj03aTa.

Baricitinib ce npunara 3a neveHne Ha cnegHute anarHosun: M05.0, M05.1, M05.3, M05.8;

4. I TI0KOKOPTHUKOMIH

I'moxokoptukonaure (I'K) mputekaBar  MOLIHO  HPOTHBOBB3MAIMUTEIHO M YMEPEHO
MMYHOCYTIPECUBHO JelicTBUe. TeXHUAT edekT e MHOro Opb3 M ApaMaTHYHO MOI00psSBaT apTpuUTa,
HO HE MPOMEHST €CTeCTBUHUA MY XOJ. APTPUTHT ce peakTuBHpa cien cnupaHeto Ha ['K. Muoro
cepruo3eH mpolOiieM ca HEXKEJTaHWTE JEKapCTBEHH CHOUTHS BCIEICTBUE HA MPOIBIKUTEIHOTO
neuenue ¢ ['K. B knmuHn4yHaTa mpakTHKa ca YTBbPJACHH CICAHUTE WHANKAIIH:

1. TK ce um3nucBar 3a KpaTko Bpeme (OpupK Tepamusi) HMpu OOJHM C BHCOKAa Bb3MAJIMUTEIHA
aKTHUBHOCT, JIOKAaTO 3allOYyHAT Ja JeicTBaT OoJjecT-Mogu(UIMpaIIuTe JeKapcTBa WM 32
[oJIoMaraneTo Ha usukamHoTo jgeueHue. Haii-yecto mpuaranara go3a ¢ 5-10 mg prednisolone.
2. Hanmnumero Ha M3BBHCTABHU MPOSIBH — CEPO3UT, SI3BU HA POTOBHIIATA, BACKYJIHT, TyJAMOHUT H JIp.
B Tte3u cnydan gozara e 40 — 60 mg nHeBHO. Ilpu Heo6XoAMMOCT MOXKE Aa ce MpOBeJEe IMyJICOBa
tepanus ¢ 1 g methylprednisolone karo Beno3na nH}py3wusl.

3. 'K morar ga ce BKIIOYAT INpHM HENOBIUSBAaHE Ha apTpuUTa OT OoJecT-MOAU(HUIMpAIIUTe
JIeKapcTBa WM MPH HAJIM4KE HAa KOHTPAUHAUKALUK 32 TAXHOTO npuiiokenue. [Ipu xponuoneuenue
¢ 'K 3agpmkurento TpsaOBa 1a ce mpoBex1a Mpo@rIakTuKa Ha OCTeonopo3aTta ¢ BuTaMuH /1.

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

B peBmaronormuHaTa mpakTHKa y Hac Hai-uecTo ce M3IOJ3BAaT MOJIEKYJIMTE C KpaTKa W CpeaHa
NpOABDKUTETHOCT Ha JjeiictBue - hydrocortisone, cortisone, prednison, prednisolone,
methylprednisolone. Monekymute ¢ roiasiMa MpOAbDKUTETHOCT Ha AeiictBue (betamethasone u
dexamethasone) ce u3moa3BaT MoO-psIKo.

S.MmyHocynpecopu

Anakinra mpeacraBinsBa KOIMHE Ha €CTECTBEHHS YOBEIIKH IMPOTEHMH, HapedeH ,uoBemkd IL-1
penenTopeH aHTaroHuct um Omokupa penentopure 3a IL-1. Tlpemmara ce mox ¢dopmara Ha
MHXEKIIMOHEH pa3TBOp 3a MOJKOXKHO mIpuiokeHue. M3momBa ce B xkomOuHanusa ¢ MTX npu
Bb3pPACTHH MAIMEHTH, KOUTO HE ca ce MOBIMUIH afekBaTHO camo oT MTX Ilpenopbuntennara 103a
anakinra mpu PA e 100 mg BeaHBX AHEBHO, MpHJaraHa MPUOIU3UTEIIHO MO €HO M CHIIO BpeMe
BCEKH JIEH.
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IIpenopbku 3a jeyennero Ha PA

CroriacHo koHcencyca Ha EULAR ot 2016 1. u Koncencyca Ha B/IP ot 2019 r. neuenuero
TpsibBa 1a 3anoune ¢ k-BMAPJI (methotrexate) Bb3M0KHO Haii-CKOPO ClIel IHATHOCTUIUPAHETO Ha
PA. ToBa e chiecTBeHa pa3iuKka B CpaBHEHHUE C TepamusaTa Ha 3a0ossiBaHeTo mpe3 90-Te roauHu,
KOraTto Karo IbpBa JIMHUA Ha JjeueHue ca usnon3BaHu HCIIBi. Ako nenta Ha JIEUEHHUETO HE €
nocturHata ot Tepanusita ¢ aBe KCBMAPJI (karo eaHOTO 3aabJDKUTETHO € METOTpEeKcaT) B
aJICKBaTHH J03HM B PAaMKHUTE Ha 6 Mecera, TpsOBa ga ce uma npeasun qo6assaero Ha 6bMAPII wim
TcbMAPJI. [Ipyra HOBa mpemopbka e, ue JeueHuero ¢ 0-BMAPJI TpsOBa ma ce 3amodHe mpu
HE3a/I0BOJIMTENIHN pe3yITaTH WIM KOHTpauHIUKaluM 3a jedyeHuero ¢ k-bMAPJL. B ceBpemenHara
MpaKkTHKa, , Haii-uecTo ce 3anouBa ¢ 6-bMAPJI unu Tc-bMAPIJIL.

[Tpu HenekyBaHM MAlMEHTU C paHeH PA W Hanmuyue Ha JOUIM MPOTHOCTUYHH (AKTOPU Ce
MpernopbyBa JICYCHUTO J1a 3all04He He3a0aBHO C METOTpekcaT B koMOuHaius ¢ 6iokepu Ha TNF-a
wm IL-6. 3a ocrananute 6uonornynu u Tapretr crenuduaan BMAPJI HsiMa 1ocTaThbuHO JaHHU 32
Ta3u uHAUKanus. /[06aBsiHETO Ha aHTHUMAaIApUK, 0COOCHO MPH HAJIMYKE HA BUCOKA MMYHOJIOTHYHA
AKTUBHOCT W TJIFOKOKOPTHKOM/IN 332 KPATKO BpeMe uMa O1aronpusreH eext
EULAR BbBezie TpH OCHOBHM NPUHIUIIA 32 JIedeHUeTo Ha PA:

*  PEBMATOJIO3UTE ca CHEIHAIUCTUTE, KOUTO TPSOBA J1a JIeKyBaT NaIl[UCHTUTE

* B3eMaHe Ha ChbBMECTHO PElICHUE MEX/y MalMeHTa U PeBMaToIora

* OTYMTaHE HAa MKOHOMHYECKATa TEKECT Ha 3a00JsBaHETO (OCBCH BHCOKAaTa CTOWHOCT Ha
JTMPEKTHUTE Pa3XxOJy Taka M Ha WHAWPEKTHUTE CBBbP3aHH ¢ HaMaJieHaTa TPYAOCIIOCOOHOCT).
Axtyanuute npenopbku Ha EULAR ca ot 2016.

2. PEAKTUBEH APTPUT (CUHIPOM HA PAWITEP)

Ha W Meocoynapoona pabommna cpewa no ReA npesz 1999 2. 6 Bepaum, ce npeonaza
MEPMUHBM ,, peaKxmueer apmpum * 0a ce u3noa38a 6 Ciy4yau K02amo XPOHUYHUSM apmpum u
MUuxpoonusm npuyurnumen ca acoyuupanu ¢ HLA B27 unu cnonounoapmponamus. 3a écuuxu
OCMAaHanU Cay4au Ha apmpum acoyuupan ¢ UH@eKyuo3eH npuduHumen 0d ce U3Noi3ed
mepmuna ,, unghexyuosno cevpsan apmpum** (infection related arthritis).

PeaktuBuust aptput (PeA) € HErHoiiHO CTaBHO BB3MAJICHHE, MOPOJEHO OT HH(QEKIus ¢
U3BBHCTAaBHA JIOKAJIM3alldsg - [IHMKOYOIIOJIOBAa CHUCTEMa WM 4YpeBeH Tpakr. Haii-uecture
npuunHuTenn ca: Chlamydia trachomatis, Yersinia enterocolitica, Salmonella enterocolitica,
Shigella flexneri, Campylobacter jejuni. Ot 60% m0 80% ot Gomuute ca Hocutenu Ha HLA-B27
anTuresa. OCHOBHA KJIMHUYHA IPOsIBA € aCUMETPUUYHUS OJMIOApTPUT WIM MOHOAPTPUT, 3acAralll
MPEAUMHO JOJIHATE KpaWHWLH. XapaKTEPHO € BBBIMYAHETO HA AKCHAJIHMS CKEJIET U EHTE3UTE,
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KoeTo Jnane ocHoBaHue PeA na Obae kinacuuiMpadH B Trpynara Ha CEpOHEraTUBHUTE
CHOHAWJIOAPTPUTHU. Y PETPUTHT, LEPBULUTHT, OUHOTO BB3MAICHUE U KOXKHO-JINTABUYHUTE IPOSBU
YECTO MPHUAPYXKaBaT CTaBHHSA cUHApoM. OOM4YaifHO OosieqyBaT MBXe M keHH Mexay 20 u 40
roguiiHa Bw3pacT. Iloctcekcyannust PeA e mo-decT mpu MBKETe, a IOCTEHTEPUTHUAT PeA e
€HaKBO cpellad npu asara noja. [Ipe3 nocnennure 10 - 15 ronunu yecrtorara Ha PeA 3HaunTenHo
Hamaist. CunapombT Ha Palitep e yacteH ciayvail Ha PeA, ussBsBall ce ¢ TpuajgaTta apTpuT, YBEUT U

YPETpHT.

2.1./Inarno3a Ha PeA
JlHec 3a nquarHoctunpane Ha PeA ce u3nonsBaT pesuzupanume Kiacu@uKayuoHHu Kpumepuu om
1999 coouna, npuemu na \N Meoscoynapoona pabomua cpewa 6 bepaun. Te BKIIOYBAT TOJIEMH H
MaJIKH KPUTEPHH, KAKTO U U3KIFOYBAIIN TAKHUBA.
Tonemu kxpumepuu
2.1.1. ApTpUT CBC CIETHUTE XapPaKTEPUCTUKU (HEOOXOAMMO € HAJMYMETO Ha 2 OT MOCOYMHUTE 3
MIpU3HAKa):

* AcumerpuieH

*  MOHOAPTPUT WM OJUTOAPTPUT
e IlpenomMuHaHTHO 3acsAraHe Ha JOJHUTE KpanHULU

2.1.2. lIpenxoxaaiia CUMITOMAaTH4YHA MH(EKLKS, C €1HA OT CJIJAHUTE JIBE XapaKTEPUCTUKHU:
* Exrteput (auapus 10 6 ceqMuIM Npeau Ha4yaJloTo Ha apTpUTa)

* VYperput (Au3ypus 10 6 cCeAMUIIM NMPEAN HaYaI0TO Ha apTPUTA)

Manxu kpumepuu (TIOHE €JHO OT CJIEHUTE)
2.1. 3. Jloka3zaTeJlCTBeHU JaHHU 3a TPUTrepHa MH(EKIHs
* [lonmoxwurenen PCR Tect 3a HYKIEMHOBM KHCEIMHM OT CYTpelIHa YpHHA WU
ypeTpanen/iiepukaieH cekper 3a Chlamydia trachomatis.

* IlonoxurenaHna KOIIPOKYJITYpa 3a YpCBHU MMAaTOI'CHHHU MUKPOOPIraHU3MU aCOLITUUPHU C ReA

2.1.4. Jloka3aTeyicTBO 3a MEPCUCTUpAIIa CHHOBHATHA HH(MEKIUs (TI0J0KUTEITHA UMYHOXUCTOJIOTUS
wi PCR 3a Chlamydia)

Jlnaro3aTta peakTUBEH apTPUT ce MpHeMa 3a CUTYPHA, NIPU HAJMYMETO Ha JiBa FOJIEMHU KPUTEPHUS U

€I1H MaJITbK KpUTEPHIl.

JlnarHo3aTta € BepOAITHA [IPU: HAJIMYMETO HA JIBA TOJIEMU KPUTEPHsI WIIN €UH TOJISIM U €VH MaJIbK

KpUTEpUHL.

Knacuduxannonnure kpurepun 3a ReA He ce mpuiiarat npu ycTaHOBEHa Jpyra MpHUYuHa 3a OCThp

apTPUT WM TaHHHM 3a Jpyra apTpUTOreHHA HH(EKIHs.

JAu¢epeHnuaiHa 1Mario3a
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Haii-yecto Ts1 ce mpaBu ChC CICTHUTE OOIECTH:
® CENTHUYEH apTpHT,
® I[ICOPUATHUYEH apTPUT,
e T0marpa,
e cunapom Ha Behcet,
® PEBMAaTOHUJICH apTPHT,
® PEBMAaTHU3BM,
e Oouect Ha Bechterew,
e JlanMcka OoJIecCT U Jp.

2.2. CTpaTerusi Ha TepanusiTa
AHTHOHOTUITN
1. Cnen mppBOHAYAIHOTO JICYCHHE Ha MH(MEKIMATA, J1a HE Ce MpUiIaraT aHTHOMOTHUITH TTOBEYC
oT 4 cenMunM, C TN Ja C€ TpPeTUpa PEaKTHBHHS apTPHUT MPUYMHEH OT TacTpo-
WHTECTHHAITHA WK YPO-TCHUTAITHA HH(EKITUSI.

2.3. JlekapcTBeHa Tepanus

1. HectepouaHu npoTuBOBB3NAJNTETHH JekapcTBeHu npoayktu (HCIIBJI)

HCIIBJI nputexaBaT 00e300isBall, MPOTUBOBB3NAIUTENCH | aHTUNHpeTHdeH edekr. Te ca
CpeacTBO Ha MbpBU M300p 3a jeueHuero Ha PeA. HCIIBJI motuckar Bb3MaquTENHUS MPOLIEC B
CTaBUTE, aKCHAJIHUS CKEJIET W EHTE3UTEe, KaTO 3HAYUTENIHO MOoJ00psBaT (PYyHKIHUATA HA OMOPHO-
JBUTATEJIHUS anapar.

ITpoaBIKUTETHOCTTA HA JICYEHUETO 3aBUCH OT aKTUBHOCTTA Ha apTpUTa U MPOAbIDKaBa J0KAToO €
HeoOxoauMo. Ilpu Ha3HayaBaHETO Ha CHOTBETHMS JIEKAPCTBEH MPOJYKT TpsOBa Ja c€ OTUUTAT
PHUCKOBETE, CBbP3aHU ChC ChPACYHOCHI0BATA CHCTEMA, CTOMAIIHOUPEBHUS TPAKT U OBOperuTe.
ITpu neuennero Ha PeA wHaii-uecto ce msmonsBat: diclofenac sodium, aceclofenac, etodolac,
naproxen, ketoprofen, ibuprofen, dexketoprofen, meloxicam, piroxicam, tenoxicam,
indometacin, etoricoxib, celecoxib (smx PA).

2. 'mokoxkopTHKOUAN

IIpun needexTuBHOCT Ha JeueHueto ¢ HCIIBJI wnu Bucoka akTuBHOCT Ha PeA (deOGpumurer,
ACTCHOAIMHAMHUS, XEeMaTOCIUICHOMeTanus, TuMageHOMEerainus, BUCIIEPATHU MPOSBU, 3HAYUTEITHO
noButienu croitHoctd Ha CYE u CRP) ce HazHauaBat rioKOKOpTUKOUAU. Te mpuTexaBaT MOIIHO
MPOTHUBOBB3MAIUTEIIHO JICHCTBHE M TeXHHS e(ekT e MHoro Opb3. [Ipwmarar ce per 0S wiu 1.V.
Hauannara mo3a e 20 - 40 mg prednisolone B 3aBucHMMOCT OT aKTHBHOCTTA Ha 3aboisBaHeTo. [Ipu
HEOOXOJMMOCT Morat ja ce mpoBexaaT u myiacoe ¢ 1000 mg methylprednisolone i.v. Muoro
n00Bp e(eKT ce mocTura rnpu BbTPECTaBHO U MepucTaBHO npuiioxenue Ha ['K.
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B peBmarosiornuHara MpakTHKa y HAC Hal-4eCTO Ce M3IIOJI3BAT MOJICKYJIUTE C KpaTka U CpeaHa
NPOABDKUTEIHOCT Ha JjeiictBue - hydrocortisone, cortisone, prednison, prednisolone,
methylprednisolone. Mosekyaure ¢ rojasmMa OPOABIDKUTEIHOCT Ha JAeicTBHE (OeTaMeTra3’oH M
JIeKCaMeTa30H) Ce U3IO0JI3BAT MO-PSIKO.

3. KonBeHuuOHAIHU Oo0jiecT-MOAMPUIMPAIIM AHTHPEBMATHYHH JIEKAPCTBEHH NPOAYKTH
(xBMAPJI)

[Ipunarar ce npu 3aTerHaTo WKW XpoHUYHO Mpotudyane Ha PeA. Okono 50% ot GonmHuTE IpaBsT
pelLyuanB 1pe3 IbpBUTE 6 Mecena.

Sulfasalazine e cpencTBo Ha MbpBU U300p. 3aMOYHAT IIPe3 MBPBUTE 3 Mecela HHAYIHUpa Mo-0bp3a 1
MO-TIPOJIBJDKUTENIHA peMucHs copsmo 1anebo. Ilpenoppunrennara noza e 2 @¢/aH, HO IpH
OTIpeJIeNIeHH cyvail Moke 1a Obae yBenuueHa 10 3.0 g/au (Bux PA).

MTX ce npuiara B ciydaii Ha nurca Ha eekT oT JieueHueTo cbe Sulfasalazine. 3amousa ce ¢ 10 mg
/ceAMHUYHO M J103aTa MOCTETIEHHO ce yBennvana 10 15-20 mg/ceamuyno (Bmx PA).

4. JleyeHue HA OTKJIIOYBAIIATA HH}eEKIIHA

UpeBHuTe HH(DEKIMH UMAT CaMOOTpaHHYaBall] C€ XOJl B paMKHUTe Ha 2 - 3 THU U OOMKHOBEHO HE Ce
Hanara antubakTepuanaHo nedyenue. [Ipu 6omHu ¢ PeA U mo3uTHBHA KOMPOKYNITYypa Ce Mpujarar:
Oera-TaKTaMHM aHTHOMOTHIHN - meHummamuou (amoxicillin, ampicillin) m Tpera renepauus
unedanocnopunn (cefixime, ceftriaxone); xunosnonn (nalidixic acid, ciprofloxacin, norfloxacin,
ofloxacin); makposauau (azithromycin) n apyru - cyiagonamuau, terpauukJannm. Jleuenuero
npoabiikana 7 - 14 nHu.

I'enuro-ypunapnata ¢opma Ha Oonectra Haii-uecto ce mnpuumHsBa ot Chl. trachomatis.
Heycnoxuenute ¢opmu (ypeTpur, UEpBHIMT) ce€ TpeTupaT 7 MAHM, AOKATO YCIOXHEHHUTE
(mpocTaTUT, eNUIUIUAMMUT, CANNUHTUT, oooput, mapamerpur) — 14 auu. Yecto mbTH €qUH
aHTHOMOTHYEH KypC HE € JIOCTaThuUeH M ce Hajiara ciiefl Io4nBKa oT 15 aHM 1a ce mposenat ome 1 —
2 kypca.

CpencTBo Ha mbpBU U300p ca Makpoauaute (azithromycin) n rerpamukmante (doxycycline).
EdextuBnoctra uM e okono 95%. Azithromycin mpu BB3pacTHH xopa ce npuiara mo 1.0 rpam
eIHOKpaTHO JHEBHO. 3a nema jgo3ara ¢ 10 mg/kg, Ho He moBeue ot 1 g/nH. He € moTBbpeH deranieH
pHUCK mpu TpoyuBaHus ¢ xopa. Doxycycline ce HaznauaBa 2 x 100 mg/nn. He ce npenopbuBa npu
nena non 8 roguHu. Ilpu nena Hax 8 roauMHM - J03aTa € KAaKTO NMpU Bb3pacTHUTE. JlokazaH e
¢deraneH pucK, NOpaad KOETO HE ce JaBa 1o BpemMe Ha OpemeHHocT. Erythromycin u
cyln(oHaMHIUTE ca MO-MaJKo e(EeKTUBHH U C MTOBEUYE HEXKENAHU JieKapcTBeHH peakuuu. [lpu nena,
OpeMEHHU U KbpPMEIIH KeHHU erythromycin e moaxoxsima anrepHatuBa. J{o3ara e 30 - 50 mg/kg,
pasnpenenena B 4 npuemMa B npoabikeHue Ha 10 - 14 quu. EnMHCTBEHOTO NMpUEMIIMBO JIEUEHHUE 32
HeOoHaTalHaTa XJIAMH/IUIHA oTaMOTIaThs € TepamnusiTa ¢ opajieH epurpomuiiua 50 mg/kg nHeBHO
B npobkeHne Ha 10-14 qHu.

3. AHKMJIO3UPALl CHIOHAUJIOAPTPUT (no MKB kox M45)
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3.1. CeponeraTuBeH CIOHIMIOAPTPUT (AHKHJIO3MPAIL CIOHIUIMT H HepeHreHorpadcku
CIOHIMJIOAPTPHUT)

3.1.1. lepunumusn
Ankunozupamuar  cioHamwuT (AC) € XPOHHMYHO BB3MAIUTEITHO PEBMATUYHO 3a00JIsBaHE,

aQHTKUPALIO CAaKPOWIMAYHUTE CTaBU (CAaKPOWJIMUT, KATO OTIMYHUTENEH Oeser), TphbOHauyHus CTHIO
BBHB BapuaOuiIHa CTEIEH U MO-PsiIKo nepudepHute craBu. [IbpBUYHOTO OrHUIIIE HA BB3MAJICHUE MTPU
AC ca CyXOXWIHUTE €HTE3U M 3aJIaBHUTE MECTA Ha JIMTAMEHTUTE 3a KOCTTA, CAKpPOWJIMAYHUTE U
anodu3eanHuTe craBu. boiectta WMa TpU OCHOBHHM KIWHUYHU TPOSBU OT CTpaHAa Ha OMOPHO-
JBUTATEITHUS amapar: 1. CHMITOMH OT aKCHadHHs CKejler, 2. mepudepeH apTpuT U 3. SHTE3UT.
[Matornomonnyan 3a AC ca HOBOTO KOCTHO (hopMHUpaHE - CHHACCMOPHUTHTE W AHKWIO3aTa Ha
rpeOHauHus cThI0. AC € 0 rojisiMa CTENeH IeHEeTUYHO JICTePMUHHUPAHO 3a00/sIBaHE, KOSTO UMa
noxueprana acouuanusi ¢ HLA-B27. [IpuuuncisBa ce kbM crionaunoaptputute (CoA).

AC e Hall-uecToTO BB3NAIUTENHO 3a00JsIBaHe HA IpbOHAKa 1o cBeTa. UectoTata My Bapupa MEXIy
0.1% - 1.6%, mo 2% 3a HaKoM eTHHYECKH Tpymnu. [lo-4ecTo ce cpemna Mpu MBXKETe, B CpaBHEHHUE C
KEHHUTE, CHbOTHOIIEHHE MBKe KbM >keHHM - 2-3:1. B mnoBewero wuznenBanu koxoptu ¢ AC
npeo0yialaBaT MBXKETe, HO B IMpoyuBaHe OT 1996r. CHOTHOLICHHETO MBXKE/KEHU JOCTHUTA
npubmmsurenHo 1:1. BeposTHM npuumHM 3a Te3W pe3yiTaTH ca IPULETHO HAcOYBaHE KbM
uneHtuumpaneTo Ha Mbxkere ¢ AC. CpoOmaBanaTa nMpoMsiHa B CHOTHOILICHUETO € CBBP3aHa C
MOBHIIICHATA OCBEJOMEHOCT Ha )KEHUTE 3a OojecTTa.

3.1.2. KnMHUYHA CHMIITOMATHKA M JUATHOCTHYHH KPUTEPUH
KaxTo npu MHOrO Jipyru 3a00JsBaHus, YUSATO €THOJIOTHS HE € TOYHO U3SICHEHA, [uarHozaTta Ha AC

ce Oasupa Ha KIMHMYHUTE OcoOeHOCTU. B exenHeBHaTa INpakTUKa, IpeanojaraeMara KJIMHUYHA
JIMarHo3a Ha 6osiecTTa 0OMYalHO ce MOJAKPENs OT PEHTI€HOJIOTUYHU JJOKA3aTeJICTBA 33 CAKPOMIIUUT.
B npeiictBurenHoct, AC ce cmsaTa OT rojsiMa 4acT OT KJIMHHULUCTUTE 3a ‘“CUMITOMAaTHYEH
cakpounuut”. [lonactosmem 3a auarnocrunupaneTo Ha AC ca obmonpuetn Moaudumpanure Hio
Wopkckn knacudukanuonsu kputepuu ot 1984 rox. (taén. 1). Te mmar uyBcTBHTEIHOCT 83% N
cnenuduanoct 98%.

KnuHUYHWTE TYHKTOBE B TE3M KPHUTEPUU OTPA3sBaT IMO-TOJIIMA OOJIECTHA TMPOIBIDKUTEIHOCT W
oOMYaliHO HE ca MPEICTaBeHM NpU paHHOTO 3aboisiBaHe. J[uarHo3ara ce 0Oa3upa TIJIaBHO Ha
HAJIMYUECTO Ha peHTFeHOFpa(l)CKI/I INPpOMCHHU B CAKPOWJIMAYHHUTC CTaBW, HAaABHIIABaIllH 2 CcTeleH
€THOCTPAHHO.

Ta6auma 1. Momudumupann Hro Hopkckn kputepuu 3a ankunosupan ciougumut (1984)

» KianHMYHU KpUTEpHUH:

- bomka HHCKO B TBpOa W CKOBAHOCT, C MPOMBDKUTEITHOCT HAJ 3 Mecela, KOSITO Ce
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HOI[O6p51Ba OT pa3saBHXKBaHE U HE CC 00JIeKuaBa OT MOKOM.

- OrpannueHue B TOABI)KHOCTTA Ha TOSCHUS TPHOHAK B carmTaiHata W (poHTaTHATA
paBHHUHH.

- OFpaHI/I‘lCHI/Ie B pasrpbliaHCTO Ha I'pbAHHA KOII, CIIPSAIMO HOPMAJIHUTC CTOMHOCTHU 3a
BB3paCTTa U MoJIa.

> PeHTreHoJIOTHYeH KPUTEPHii:

- CakpomnuuT > 2 cTeleH IBYCTPaHHO WK 3 - 4 CTEIeH eTHOCTPaHHO.

JdepunutuBen AC ce mnpuema, ako e HaJWle PEHTTEeHOJOTHYHUSI KpHUTepHil B
chb4YeTaHue C MOHe eINH KJIMHUYeH KPUTepPHii.

XpOHUYHUTE KOCTHH U CTaBHH yBPEIH, KaKBUTO Ca JECCTPYKTUBHHUTE JIE3HH (EPO3UH) U MPEIUMHO
MIPOSIBUTE HAa HOBO KOCTHO (hopMHUpaHe (0CTEOCKIIepo3a U aHKHMII03a) Ce€ pa3BUBAT OABHO B X0/a Ha
OoJIeCTHHSI TIPOIIEC, MOpaaAM KOETO MOraT Ja MHUHAT HSAKOJKO TOJAWHU Ha IOCTOSIHHA WIN
¢uykTynpamia 6oiecTHa aKTHBHOCT, NPEId T€ J1a CTaHAT OTKPUBAEMM Ype3 PEHTI€HOrpad)CKOTO
n3cneaae. OOMYallHO MMa NPOABIDKUTENHO 3a0aBSHE OT CPEIHO OKOJIO 8 W IOBEYe TOJAMHU
MEKI1y HayaJlOTO Ha CUMIITOMUTE M IOCTABSHETO HA JIMarHO3aTa, OCHOBHO IOPAJN M3UCKBAHETO 3a
JIOKYMEHTHPAHU JIOKAa3aTeJICTBA 3a pEHTreHorpacku cakpownuutr. llopagm ropemnocoyeHuTe
npuunan Mogubunupannte Hio Mopkeku kputepuu 3a AC He ca HOAXOMSIIN 33 AUATHOCTHIIPAHE
B paHHuUTe (ha3u Ha OoJecTra.

B nauvanoro Ha 90-Te roauMHM HaBIM3a MarHUTHO pe30HAaHCHOTO wu3cieaBaHe (MPU), koero
OOCKTHBU3UpPA BB3NAJICHUETO Ha cakpowntnayHute crtaBu (CHU) u rpbOHaka, MHOro mpenu
Ne(GUHUTUBHUTE JIE3UM B TAX Ja CTAHAT OTKPHBAEMH Ha KOHBEHIMOHalHa peHTreHorpadus. [Ipu
601HM ¢ HOopMmanHu CU ctaBu unu ¢ HesiceH/CbMHUTENEH o0pa3 Ha JIMleBa peHTreHorpadus, HO
aKTUBEH cakpowauuT Ha MPU, curypen peHTreHorpadcku CakpoOWJIMHUT CE€ pa3BHBa B 3HAYUTEIIHA
Mpornopuus OT MNauueHTuTe ciex 3-7 ToAuHW. BBb3HUKHA NpeAnoIokKEeHHEeTOo, 4e OOJHUTE C
aKCUaJeH CIOHAWIOAPTPUT, HE3aBHUCHUMO OT HAJWYMETO WIM JIMIcara Ha peHTreHorpagcku
MIPOMEHU MPUHAAIEKAT KbM €1Ha O0JIeCTHA LSIOCT.

JHaec TepMuHbT ,,akcuasnien CmA” oO6xBaia: 1) manueHTH ¢ XpoHW4YHa O0JIKa B rbpOa, KOUTO UMAT
AC, nebuHupan uype3 CUTYpHU peHTreHorpadcku CTpyKTypHU poMeHu B CU ctaBu u 2) manueHTu
¢ panHa wiu aboptuBHa popma Ha CnA, cbC cakpomsmadyHo Bb3naneHue npu MPU (o6pa3no pamo
Ha KiacupukanmuoHHUTe Kputepuu) win HLA B27 (kauHHYHO paMO Ha KIacH(UKAIMOHHUTE
KpUTEpHH) B KOMOMHAIMA ¢ TUITHYHUTE ocoOeHocTH Ha CnA (He-peHTrenorpadceku akcuaneHn CnA)
(Tabin. 2 u 3). JIOHTUTYAMHAIHY IPOYYBAHUs, COYAT MPOTPecHs Ha He-PEeHTIeHOTpaCKusl akCHaJIeH
CoA kM AC B 36-59% ot ciyuauTe 3a > 10r.
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Ta6auna 2. Kinacubukanuonnu kpurepun Ha ASAS 3a akcuaneH crnoHauaoapTput (SPA) mpu

nanueHTH ¢ 6oJka B rbpba > 3 Mecela U Bb3pacT IpH HayasnoTo < 45r.

CaxpounmuT oT 00pa3Ho m3cieaBaHe™

TIJIFOC

> 1 mpuznak Ha CnA#

nin

HLA-B27
TUTIOC

> 2 npyru npusHany Ha CA#

# IlpuzHanu Ha SPA * CakpoWIIMUT OT 00pa3HO M3CIIe/IBaHE
* Bwsnmamrenna 6oska B ropoa AxtuBHO (0CTpo) BB3mazeHue Ha MPU,
e Aprpur BHCOKO  CYCIEKTHO 33  CAaKpOWIMHUT
¢ Enresur (niera) acoruupan csc CnA
e VBeur CurypeH peHTIeHOTpa)CKU  CaKPOMJIUUT
e JlaxThimut cbrimacHo Moauduumpanute NY Kputepun
e [lcopuasuc
e bonecr na Crohn/konut
e JIo6wp epexr or HCIIBn
e damwunHa aHamMHe3a 3a CoA
e HLA-B27
e [Tloeumen CPII

Kputepunte Ha ASAS 3a kiacupuuupaHe Ha aKCHAJHHUS CHOHAWJIOAPTPUT (Ia ce MpUIAraT NpH

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

Tabanna 3 Crnenudukanys Ha BapuaOMIIHOCTUTE U3IOJI3BAaHU B KPUTEPUUTE 3a Kilacu(UKalMs Ha
aKcHanHus croHauIoapTpuT Ha Assessment of SpondyloArthrtis international Society (ASAS)

Knuanunu xpurepun

Ornpenenexnue

Besnanurenna Oonka B
rbpOa

ChIIIacHO EKCHEePTHUTE: HATMYUE HA YSTHPH OT CIICJHUTE MET NapaMeTpH:
(1) Be3pacT mpu gedrora < 40r., (2) mocreneHHoO Havano, (3) moxobpeHme
NpY pa3ABWXKBaHe, (4) Jurca Ha NOJA0OpeHHe B TIOKOM, (5) HomrHa Ooika
(momoOpsiBala ce ciej| pa3iBUKBaHE.

Aptput

[IpeamecTBany WiIM HaJMYeH AKTUBEH CHHOBHUT, JWATHOCTULMPAH OT
JIeKap

damuiina anamuesa

Hammune Y POACTBCHUIIU IIO ITbpBa HWJIKM BTOpPA JMHHA Ha BCAKO €IHO OT
cienuuTe: (a) aHKWJIO3WpAIl CHOHAMIWT, (6) mcopuasuc, (B) yBewur, (T)
PEaKTHUBEH apTPHT, (1) BH3NAIUTEIHO YPEBHO 3a00II1BaHE

ITcopmasuc [IpeamiecTBant wiv HATUICH IICOPUA3UC, TUATHOCTHIIMPAH OT JIEKap
Bn3nanurenHo upeBHO | IIpemmecTramia wim HanuaHa Goject Ha Crohn wim yirepo3eH KOJIMT,
3a00IIIBaHe JIMAarHOCTHIIMPAHHU OT JIeKap

Jaxktuaut [IpenmecTBany wiv HaaUYeH NAKTUIUT, JMATHOCTUIMPAH OT JIEKap

20




Entesur EnTesnt Ha mmeraTa: mpemiecTBalia Wik HacTOSINa CIIOHTaHHa O0JIKa WITH
YYBCTBUTBIHOCT TPH M3CJEIBaHE Ha 3aJJaBHOTO MSCTO Ha AXHIOBOTO
CYXOKWJIME WIH IUIAHTapHAaTa (aciys 3a KaJKkaHeyca.

[Ipenen yBeur [IpemmecTBany WM HaJIMYCH MPEJACH YBEUT, IOTBLPJICH OT 0()TaIMOIIOT.,

Ho6sp  otroBop  kbM | bonkara B rep0a 0T3By4aBa HAIBJIHO HITH C€ 0OJIEKYaBa B paMKUTe Ha 24-

HCIIBx 484. cnen nbiaHa noza HCIIB.

HLA-B27 [TomoxxuTeNeH TecT, CboOPa3HO CTaHAAPTHHUTE JJA0OPATOPHU TEXHUKH.

[ToBumen CPIT CPII manx ropHaTa rpaHdIla Ha HOpMaTa B KOMOWHAIUS ¢ 00JIKa B ThpOa,
clell W3KIIOYBAaHE Ha JPYrH TPUYAHKA 32 T[IOBHIIEHA CEepyMHA
koHneHTpanys Ha CPIL

Caxkpounuut Ha | JIBycTpanen 2-4 craauii Wi egHOCTpaHeH 3-4 cramuii, choOpa3HO

peHTrerorpadus moaudunupanuTe New York' cku kpurepuu.

Cakpownmuut Ha MPU AKTUBHU BB3NAJIUTEIHU JIE3UN HA CAaKpPOWJIMAYHUTE CTaBH ChC CUTYPHHU

JaHHU 32 €eM Ha KOCTHHS MO3bK/OCTEHT, CYCIIEKTHH 32 CAKpOWJIHHT,
ACOLMHPAH ChC CIIOHANIIOAPTPUT.

CPII, C-peaktuBen mporteuH; HLA, wugosemkn nekonuren anrtured; HCIIBa, wecrepounann
MPOTHBOBB3MATUTEIHN CPEICTRA.

HoBure xmacupukanoHHN KpUTEPUH pa3iiupuxa crekTbpa Ha CIA 4pe3 BKIIIOYBAHE HA paHHUTE

¢dbopmu Ha 3ab0msBaHe B gonbiiHeHue KbM AC.

Cuuta ce, ye manueHtute ¢ akcuaneH CnA (kakTo He-peHTreHorpadceku akcuaien CnA, Taka u
AC) cTpagar OoT cepHO3HO U UHBAIHIM3UPAIIO 3a00JsIBaHE

Axcuanausat CrA 3acsira MilaJid MbXe U )KCHH B HAl-TIPOyKTUBHATA UM Bb3PacT
AxcuanHusat CriA yecTo ocTaBa Hepa3Nno3HaT B IPOABJKEHHE HAa TOJIUHU

[TaruenTure ¢ He-peHTreHorpadceku akcuaneH CnA u AC umar cxogHu Oenesu u
CUMITOMU

HuBarta Ha GonecTHa aKTUBHOCT MpU MAIMEHTUTE C He-PEHTreHOrpadCKU aKCUalleH
CoA u AC ca cxonau

BASFI u BASMI (mpencraBauy mnociaenuuuTe OT 3a00JIIBAHETO) ca MaJKO IO-
BUCOKU Tipu 6omHUTE ¢ AC

OcHoBHUTe KJIMHUYHH cumMnToMu Ha AC ca Gosika, CKOBaHOCT, yMOpa W HapylieHa (u3nuecka

¢byukiusa. B pannuTe ¢asu, (yHKIUOHATHUTE OTPaHUYEHHUS CE€ IBJDKAT Ha BB3MAJIEHUETO U

0OMKHOBEHO HapacTBaT B XOja Ha OOJECTTa, KOETO € CBBP3aHO C HOBOTO KOCTHO (opMmupane.

Kiuuanynaure

CUMIITOMM MW T11I0CJICABallara OoJlecTHa nporpecusda BOAAT OO0 3HAYUTCIIHU

(1JYHKI_[I/IOH3.JIHI/I 3aTPYAHCHUA U ITOBJIMABAHC Ha B,HpaBHO-OGyCJ'IOBCHOTO Ka4ue€CTBO HA KUBOT.

BoJakara B rep6a ce cpema B Haj 80% oT obmiaTa momysaius. 3aToBa € BAXKHO Jla Ce OTOCNIEKH, Ue

npu AC T4 uma crienuuuHu 0COOCHOCTH, KOUTO I OTIMYABAT OT MeXaHM4YHaTa Oosika B rbpba: 1)
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Bb3pacT npu aedrora < 40r., 2) MOCTENeHHO Havyaio, 3) MoAoOpeHHe cliel pa3ABUKBaHe, 4) Jurca
Ha o00peHMe OT MOKOH, 5) HolIHA OoJika (mogoOpenue cien craBade oT ¢hH). bonkara mpu AC ce
ChUeTaBa C YyBCTBO Ha CKOBAHOCT HHMCKO B I'bp0a, KOSATO CE BIOIIABa HA pa3ChbMBAHE W IOHSIKOTA
npoabbkaBa Hajg 3 dvaca. M aBara cuMmroma ce momoOpsiBaT OT Tropem] Iy, YHIPaKHEHUS H
¢u3nvecka akTHBHOCT.

N3BBbH-cTAaBHATA YYBCTBUTEJIHOCT € YSCTO OIUIAKBAHE NMPU MHOTO OT OosiHMTE. TS ¢ m3pa3 Ha
CHTE3WT, BH3MAINUTEIIHA PEAKIIMS Ha MHCEPLHUATA HA CYXOXKHIUETO 32 KOCcTTa. UyBCTBUTEIHH MeCTa
Hal-4ecTo ca KOCTOCTEpPHAIHUTE CHUJICHEHHUs, processi spinosi, cristae iliacae, trochanter major,
tuberositas 0ssis ischii, tuberculi tibiae wim nerute (AXWIOBO TSHIUHUT WM TUIAHTApEH (aclUuT).
PeHTreHO0rMYHO Ha TE€3U MECTa MOT'aT Jia Ce U3SIBAT IIUITOBE/IIIIOPH.

[epudgepuuaT apTpuT (TUIIMYHO ACUMETPUYEH OJIMTOAPTPHUT HA JOJHHUTE KPAaWHUIM) CE Cpella
npubmmsutenHo B 25% ot Gomxure. OOM4aliHO BB3HMKBA KHCHO B XOAa Ha Oojecrra. Yecto ce
3acsraT “akCHMajJHHUTE CTaBH (Ta300€IpEHM U PaMEHHH), KOETO MOXE Ja MPEIu3BHKa 3HAYUTEIIHA
¢du3ruecKka MHBAINUIHOCT, 0COOEHO KOraTo MapajeilHOTO € yBpeaeH rpbOHaka. KonenHure craBu
ChLIO MoraT Ja ce 3acerHar, OOMYallHO C MHTEPMUTEHTHH U3JIMBH. 3acAraHeTo Ha
TEeMIOpPOMaHIMOyJIapHUTE CTaBU ce cpelia B okojo 10% ot GonHuTe.

Bp3nanurenHute peBMaTHUHU 3a00JIsIBaHUS Ca CBBP3aHU C NMOBHUIIEHA KOCTHA 3ary0a M KOCTEH
ThbPHOBBP. TOBa BOAM /10 HaMaJleHa KOCTHA MUHEpaJlHa IUTBTHOCT U ocTeonopo3a. Beprebpainute
nedopmanuu ca HeMH XapakTepeH npusHak. OcreoneHusiTa ce Ha0/I0JaBa Ollle B paHHUTE CTaJUU
Ha AC. [loBumeHa e yectoraTa Ha CAMIITOMAaTHYHUTE OCTEONIOPOTHYHH BepTeOpanHu (ppaktypu. Te
JOTIPUHACST 3a rpbOHavYHaTa 00JIKa, CKOBAHOCT U 3ary0a Ha MOJBUKHOCT.

W3BbHCKENETHUTE MPOSBM Ha OoJecTTa BKIIOYBAT OOIM CUMOTOMH, OYHH, KapAHO-BaCKyJIapHHU,
0enoapoOHU TIPOSIBM, HEBPOJIOTMYHO W OBOpeuHo 3acarane. Yecto ce HaOm0maBaT ymopa,
penykius Ha Teryio u cyodeOpuinHa Temmneparypa.

Haii-yectata ekcrpa-apTHUKyJlapHa IposiBa € OCTPUS NMpedeH YBEUT MM MPHIOUUKJIMT, Cpelall
ce B 25 10 30%. Hauanoto Ha 04HOTO Bb3MaJIEHUE HAl-4eCTO € OCTPO U TUIIUYHO €JHOCTPAHHO, HO
aTakuTe Morar Ja ce peayBar. OKOTO ce 3a4epBsiBa U € 00JIe3HEHO, ChC 3PUTEIHH yBpeau. Yecto
nMa (porodobusi U 3aCHIIEHO ChJI3eHE. AKO OUYHOTO BB3MAJICHUE HE C€ JIEKyBa WUJIU JICUEHUETO Ce
3a0aBH, MOXKE Ja ce 00pa3yBaT 3aJlHM CHHEXHWH U riaykoma. [loBedero araku ytuxsat 3a 4 10 8
ceMUIIM Oe3 MOCIIEHIIN, aKO CE 3aII04YHE HABPEMEHHO JICUeHHE B PAHHUS CTAAHM.

[IposiBUTE Ha CHpPAEYHO y4acTHe BKIIOYBAT AOPTHT Ha ACICHJCHTHATa aopTa, aopTHA KIIAITHa
HE/IOCTaThUHOCT, TIPOBOJAHN HAPYIICHHS, KAPJAUOMETAIUS U TIEPUKAPIUT U Ca MO-XapaKTePHH MPH
OOJIHUTE C O-TOJIIMA MPOIBIKUTEIHOCT Ha OonectTa (15-30r.).

Benoapodnoro yuacrtue e psanka u kbcHa mposiBa Ha AC. Xapakrtepusupa ce ¢ 0aBHO
nporpecupama (Gudpo3a Ha TOPHUTE JSIIOBE Ha OenuTe APOOOBE, KOSTO CE M3SABSIBA CPEIHO JIBE
JeKagu ciell HadaloTo Ha crnoHawauTa. bemonpoOHaTa BeHTWIAaMs OOMYAHO ce TOIAbpKa B
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HOpMAJIHHW TI'paHUIM, IIOpagu IMOBHUIICHOTO Y4YaCTHUC Ha z[I/Ia(bparMaTa B IUXATCIIHUTC ABHXXCHUAI.
Taxka ce KOMIICHCHpPA PUTHAHOCTTA Ha I'pbJHATA CTCHA, AbJIXKallla C€ Ha BbBJINYAHCTO HA I'PBAHUTEC
CTaBU BBB BB3NAIMTCIHHAA IIPOLEC.

HeBposornunure xommiaumkamum Ha AC wMorar na Obgar Npenu3BUKaHH OT (pakTypa,
HecTaOMIIHOCT, KOMITpecHust Wiu Bb3najgeHune. CHHApOMBT Ha cauda equina € psIKO, HO TEKKO
ycinoxHenne Ha awarorogumeH AC. 3acsraT ce aymMOOcakpajdHHTE HEPBHH KopeHdera. ToBa
Npeau3BUKBa 0OJKa M 3ary0a Ha CETMBHOCT, YECTO Ca HAJHIC YPUHAPHU M YPEBHU CUMITOMH.
ITocTenenHo ce WU3SIBABAT HU3IIYyCKaHC [0 Majlka W TrojiIMa HYXKIda, UMIIOTCHTHOCT, 3ary6a Ha
YyBCTBUTEIIHOCT Ha CEAJIMIIHATA 00JIACT U MOHSAKOra 3ary0a Ha IJI€3eHHU KOHBYJICUH.

IIpu romsim nan ot maumentute ¢ AC ce ycranosBa IgA nHedpomarusi. M3sBara i yecto ce
CBITBTCTBA OT NMOBHINIEHH HUBA Ha IgA B cepyma (93%) u yBpena B Ob0peunara Gpynkmus (27%).
AmMurono3aTa (BTOpUYEH THUII) € PAIAKO YCIOKHEHHE.

3.1.3. /IuarHocTUYHO MOBEIeHNE

3a na ObJe MocTaBeHa JAMarHo3aTa paHo, HaBpeMe, JieKapsl TpsiOBa Ja M3BBPIIM 33AbJI00UEHO U
OBJIHO  (PU3MKAIHO W3CIeIBaHe, KOMOMHHPAHO C Hal-ChbBPEMEHHU OOPa3HOAMATHOCTHYHH H
U3CIEIBAHMS.

3.1.3.1.@u3ukxanno uzciedsane

I'pvonauna noosuscnocm. llpu wu3cnenBaHe Ha rpbOHAKA, OOWYAHHO CE€ OTKPHBA HW3BECTHO
OTpaHMYEHUE B MOJBIKHOCTTA Ha MOSCHHS OTJEN, KOETO Ce YCTaHOBsABa MpHU MpenHa (rexcus,
XHUIIEPEKCTEH3UsT WK JarepainHa (iexcus. PaHHOTO M3riaxkgaHe Ha (U3MOJIOTHYHATA JTyMOaiHa
Jop/io3a ce ycTaHoBsiBa omie ¢ orien. TectbT Ha Schober e mone3eH 3a OTKpuBaHE Ha
OTpaHHYEHUETO B TpemHaTa ¢uiekcus. Jlumcara Ha yBelWuYaBaHE Ha pa3jMKaTa OT HW3IPABEHO
MOJIOKCHHUE JI0 MaKCHMMAJTHO HaBEXIAHE HaIpel MPH HM3MPABEHH KOJCHE MEXKIY IPEIBAPUTEITHO
MapKHpaHHUTE TOYKHU (Processus spinosus Ha METH IMOsICeH npenuieH U 10 cM Harope Mo cpeAnHHaTa
nuHusA) oT 10 Ha 15 oM, e mpu3HaK 3a penylnupaHa MoJABMKHOCT Ha MOsCHUS rphOHaK. Hamanssa ce
CBIIIO JIaTepanHara (hIeKcus, KaTo poTalusaTa Ha rpbOHaKa MOKe Ja MPUYKUHU O0JIKa.

Tloosusicnocm na epvonus xow. Yecto B panHus craauil Ha AC ce ycTaHOBsIBA JieKa JI0 yMepeHa
penyKIMs Ha MOABMXKHOCTTa Ha rpbJHaTa KieTka. Hamanenue mox 5 cM mpu miaaud Xopa, ¢
MOCTENIEHHO Bb3HMKHAJA XpOHUYHA Bh3MaJIUTEIHA O0JIKa HUCKO B I'bpOa € MHOTO cycrekTHa 3a AC.
[TonBuKHOCTTa Ha TpbJIHATA KJIETKAa TPsAOBa Ja ce M3MepBa MpPHU MAKCHMAJIHO BJAMIIBAHE CIE]
¢dopcupaHO MaKCHUMAaJIHO H3AMIIBAaHE HAa HUBOTO Ha YETBBPTO MEXIypeOpHe HpHU MBKETe U
HEMOCPEACTBEHO MO/ I'bPJIUTE MPU KEHUTE.

B chBpemMHeTO MIMPOKO BB3NMPHET MHICKC 3a u3cienBane Ha 00mHN ¢ AC € MEeTPOJIOTUYHUS UHJIEKC
Bath Ankylosing Spondylitis Metrology Index (BASMI). Toit Bkito4Ba 5 KIMHUYHE W3MEpPBaHMUS,
KOHMTO Hail-TOYHO OTpa3sBaT aKCHAIHHS CTaryc (T. €. IEPBUKAJICH, TOPAKAJICH U MOSCCH IphOHAK,
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Ta30-0€JpeHN CTaBU W TAa30BH MEKH THKaHU):. Tparyc — cTeHa, Moauduuupan tect Ha Schober,
[IEpPBHUKATHA POTAIHSL, JIyMOaIHa CTpaHUYHA (DICKCHS 1 MHTEPMAJICOIaPHO Pa3CTOSTHUE.

Enmesum. Hanuuuero Ha €HTE3UT MOXKe 1a ObJie OLIEHEHO 4Ype3 HM3cienBaHe Ha tuberositas ossis
ischii, trochanter major, processus spinosus, KOCTOXOHIPaIHHTE W MaHyOpHOCTEPHAIHUTE
chwicHeHus, crista iliaca. JIOMBIHWUTETHH MPOSIBY HA CHTE3UT ca AXHWIOBHS TCHIAMHUT W
TUTAaHTapHUS (ACLUUT.

Caxpounuum. upextHust Hatuck BbpXy CH craBu Moke na mpenusBHKa OOJKa, KakTo M
CHelHAIHUTe NMPUHOMH 3a H3CIEABAHETO MM, BBIIPEKH, Y€ Te3U TecToBe He ca crneuuduunu. Te
Morar Ja ObJaT OTPUIATENHU MPU PAHHOTO 3a00JIIBaHE WJIM Ja CE HEraTUBH3UPAT B KHCHHUTE
CTaJ1H, Thi KaTO BH3MAIEHUETO CE 3aMecTBa OT (PMOPO3HA MIIM KOCTHA AHKHJIO3A.

3.1.3.2. J/IaGopaTopHHU TecTOBE

Pytunaute KpbBHU MpoOM He ca mone3Hu. Bu3nanurennure 6uomapkepu CPII u CYE ca mom
MHIUKATOp Ha OonecTHara akTHBHOCT npu AC, 3a pas3ivka OT peBMAaTOUIHUS apTPUT U CHIIO HE
0Tpa3sBaT TOYHO Mporpecusta Ha peHtreHoBute npomenu. [lpu 15% ot 6onuute ¢ AC ce pa3BuBa
JIEKOCTETICHHa HOPMOXpPOMHa aHeMus. YacT OT cTpajamuTe OT 3a00JsBaHETO MMAT IMOBHILIEHA
cepymHara ankaiHa pocdarasa (mpousxoxkaama oT KOcTTa), 0e3 J1a € HaJluIle BPh3Ka C aKTUBHOCTTA
WIA TPOABDKATEIIHOCTTa Ha 3a0oisBaHeTo. YecTo ce ycTaHOBSBa M3BECTHO IIOBUIICHUE HA
cepymHUS IgA, yneTo HUBO Kopenupa ¢ ocTpoha30BUTE PEaKTAHTH.

Onpenensinero Ha HLA-B27 anTuren mnm reHa 3a HEro € M3CiEJBaHE C BHUCOKA OTpULIATEIHA
MPEIUKTHBHA CTOMHOCT - OTPHUIIATEIHUAT PE3YNTaT C rojisiMa HaJIeKTHOCT oTXBbpist AC, 3amoro
ok0J10 91-95% ot Gonnute ¢ AC B ObarapckaTa nomyJanus ca HOCUTENIN Ha TO3U T'eH.

3.1.3.3. O6pa3Hu u3ciaeaBanus
Koneenuyuonanna penmzenozpacpus

Pentrenorpadckute HaXOIKH MPY CAKPOMJIUMT ca 00MYaiiHO CUMETPUYHU M BKIIOYBAT: 1) HEsICHU
OuepTaHUs U 3aMbIIIABaHE HA CyOXOHpaTHaTa KOCTHA TJIACTHHKA 2) epO3UH Ha MOAJIeKaIaTa KocT
(c ,,JiceBaOpasmIMpeHue” Ha CTaBHATa MEXIUHA), 3) CyOXOHApaTHa OCTEOCKIIepo3a, 4) oOpa3yBaHe
Ha KOCTHH MOCTOBE W ITbJTHA KOCTHA aHKMiI03a Ha CU ctaBwm.

[IperopbuBa ce MPOBEXKAAHETO HAa JIMIEBAa M NPOQMIHA MPOEKIMS HA TOSCHUTE MPELUICHH U
npodun Ha mUNAHU TpenieHH. PeHTreHorpadckute NMpoMEeHH Ha IPbOHAYHHA CTHJIO ca: 1)
CKJIepo3a M €po3Wu Ha mpmwiexkanmrte 10 anulus fibrosus wrim Ha NOpenuUICHHUTE Tena, 2)
KBaJIpaTH3alys Ha MpelUIeHHUTEe Tena, 3) cunaecModuTu, 4) mbiaHU KOCTHH MocToBe. Ilpu vacT ot
OOJHHUTE MOKE J]a HACTBHIIU MBJIHO CIOsIBAaHE HAa IPhOHAUHUSA CTHIO (,,0aMOyKOB rpbOHAK”).

Komnmmbpua momozpat[m;l Ha caKkpouiuadvHume cmaeu
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KT mnosBonsiBa mo-aeraitien obpa3 Ha anHatomusata Ha CU cTaBu W 1O-TOYHO OOEKTHBHU3HpPA
XPOHUYHUTE KOCTHH ITPOMEHH, IBDKAIIM CE HAa CAKPOUJIUUT - €PO3UH M YaCTHYHA aHKUII03a, KOUTO
MoOrar Ja He ce BHAAT Ha KOHBEHI[MOHAJIHA peHTreHorpa(bI/mGO. [Tone3na e u 3a gudepeHImaTIHaTa
nuarnosa ¢ nudy3Harta uauonaTHYHa CKeleTHa xunepocro3a (bosect Ha Forestier).

Maznummno pezonancno uzcneosane na CH cmaeu u cpvonauen cmviod

OcHoBHOTO TpeauMcTBO Ha MPU e, ye Moke ga OOCKTHBH3UpPA OCTPHS BB3MAIUTEICH IPOLIEC
KaKkTo B KOocTTa, Taka ¥ B CU cTaBu - CaKpOWJIHHT, CIIOHIWINT M CIHOHIMIOJUCIUT. AKTHBHOTO
Bo3nanenne Ha CU crasu, apipkamo ce Ha CIA MOXe J1a ce BH3yaIM3Hpa KaTOo KOCTHO-MO3bUYCH
enem/ocrent, cuHoBUT Ha CU cTaBu, eHTE3UT WM Kancyiut. Jlesunre Ha CTPYKTypHaA yBpeaa Ha
CH craBu Morar ja ce M3sBAT KaTO CyOXOHJpajiHa CKJIepO3a, €pO3UH, MACTHH JICTIO3UTH, KOCTHU
MOCTOBE/aHKHIIO3a.

Bbrpeku ue oT Bb3NAJICHUETO CE 3acsraT BCUUYKUTE TPU IPbOHAYHU CETMEHTA, HAal-4eCTO aKTHUBHU
MIPOMEHU C€ OTKPUBAT B JIOJIHHUS OTJET HAa TOpakalHUs TphOHaK. [Ipu3HanuTe Ha aKTUBHOCT HA
OosecTTa ca eleM W/WIM KOHTPACTHO YCHJIBAaHE, KOMTO OOMYaiHO C€ JIOKAJIM3UPAT IO BIJUTE Ha
MpENUICHUTe. XPOHUYHUTE MPOMEHH Ca MAacTHO OTJaraHe B KOCTHHUS MO3BK I0J] BepTeOpaTHUTE
TUTACTUHKH, HOBO KOCTHO (DOpMHpaHE C YACTUYHO WUJTH ITBJIHO CIIMBAaHE HA MPEUUICHHUTE Tela.

Kocmmua cyunmuzpagpusn

CLII/IHTI/IFpa(l)I/IﬂTa CC HU3MNOJ3BalIC B IMPOABIDKCHUC HAa MHOIo JACCCTHIICTUA 3a OTKPHBAHC Ha
AKTUBHOTO BB3MAJICHUE TpH manueHTuTe cbc CHA, HO BeYe HE Wrpae ChIIECTBEHA pOJs 3a
AUNArHOCTUIIHUPAHETO W IMPOCIACAABAHCTO HWM, IMOpaand OrpaHudYeHara CHU CCH3UTHBHOCT H
cnenuduunoct. [lonacrosimem e 3amenena or MPU.

Yampaszeykoea ouaznocmuka

VYaTpa3BykoBoTo u3cnenaBane mnpu 6oiaHuTe ¢ AC € OT moj3a MpHU yCTaHOBSIBAHE HA €HTE3UT U
Oypcur. To € MO-uyBCTBUTENIIEH METOJl 3a OTKPUBAHETO Ha TE3U NPOMEHU OT (HU3HKAITHOTO
HN3CJICABAHC. B ximHu4Hara I[MpaKTHUKa moaromMara AuarHosara, Kakro M JICHCHHUETO C acnupanus
W/WIM KOPTUKOCTEPOUIHU MHXKEKIMH 110/ Y 3 KOHTPOJI.

/Jleoiino enepeuiina penmeenosa aovcopouyuomempusn (DXA)

Ocreonopo3zata Ha rppOHaka u THC kaTo pe3yarar Ha Bb3HaJeHHETO yecTo ce acouuupa ¢ AC u ce
pa3BuBa mapajienHo ¢ ¢popmupanero Ha cuHaecMoputn. DXA Ha OeapeHara mwuiika U Ha TOSICEH
rpbOHAK B JIMIEBA MPOEKIUS € Hali-4ecTo M3MOJ3BaHMs METOJI 32 OIIEHKAa Ha KOCTHAaTa MUHEpaIHa
wrbTHOCT (KMII) mpu nmoct menonaysanuu xenu. [lpu AC, DXA Ha noscHus rppOHaK Moxe Ja
nane ¢anmuBo nosuieHu croiHoctd Ha KMII nmopaau HanuumeTo Ha KOCTHO-TpOHU(epaTUBHU
npomenu. [lo-100bp Meron 3a u3MepBaHeTO W e mpuiaraHero Ha npoduinHa DXA 3a mosicHus
rppOHaK. ['perikara npu n3MepBaHETO MOXe Ja ce M30erHe Ype3 M3MOJI3YBAaHETO Ha KOJMYECTBEHA
KT.
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3.1.4. CtpaTerusi Ha TepanusaTa

HCIIBn

1.

2.

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

Axo HCIIBn, npuemMaH B MakCMMallHa IOHOCHMa J03a 3a 2-4 ceAMHUIM HE IOBJIMsABA
aJZiekBaTHO OoJIKaTa, TpsAOBa Ja ce MOMHUCIH 3a npuiiarane Ha aqpyro HCIIB.

buonornuyau BMAP#a

1.

Adalimumab, certolizumab pegol, etanercept, golimumab u infliximab ce mpumarar 3a
JICUeHHE Ha TEKKH aKTUBHHU aHKWIO3UPAIIM CHOHIMIUTH NIPU BB3PACTHH, IIPU KOUTO HE CE
[OCTHUTa aJIeKBaTeH KOHTPOJ Ha 3abosgBaneTo, win kouto He monacat HCIIBi. Infliximab
ce MpernopbhYBa caMO aKO TepanusATa € CTapTHpaHa ¢ Hail-eBTuHUS infliximab-cbabpixary

MIPOJYKT.

I/I360pT)T Ha TCpamnnusa CC OCHOBaBa Ha MAUCKYCHA MCKAY MCIUIHUHCKUA CHCOUATINCT H
ManuceHTa OTHOCHO IMpHEMYIICCTBATA WM HCAOCTATBIMTC HAa HAJIWYHATA TCpalus. Axo e
BB3MOKHA IMOBCYC OT €HA TCpallnd, TO TOraBa Cc 1/1361/1pa BB3MOKHO Hall-€BTHHATa OT THX.

EdexrurocTTa Ha adalimumab, certolizumab pegol, etanercept, golimumab wim infliximab,
TpssOBa Ja ce OIeHM Ha 12Ta ceaMmMIla OT HayaloTa Ha Tepamnusra. TepamusTa MOXe Ja
MpoABIJIKU CaMO aKO MMa sACHAa TCHACHIUA 3a KIIMHUYCH OTIrOBOP, U3pa3sBalll CC B:

a. Penyxnusa na BASDAI unnekca ¢ 50% ot cToHOCTTa My MpeAu JICUSHUETO WU C >
2 eqUHULN U

b. Pemykums ¢ >2 cM Ha cimHaHATa OOJIKOBA BU3YJTHA aHAJIOTOBA CKaJa.

Tepanust ¢ npyr Tymop Hekpotusupail ¢pakrop (TNF) — anda naxuburop ce mpernopbusa
IpU TAlMEHTH, KOUTO Pa3BUBAT HEMOHOCHMMOCT, MJIM HpPU KOUTO 3a00JIIBAHETO HE ce
noBnusiBa oT mepBus TNF mHXHOHUTOp, MM MpH KOMTO HE ce HaOIroJaBa MO-HATATHIIEH
OTTOBOP CIIe/ IbPBOHAYAIHO MPOSIBEHUSI.

Secukinumab ce nmpenopryBa 3a JeueHNE HA BB3PACTHU MAIMEHTH C AKTHBEH aHKUIIO3UPAII]
CIIOHIWINT, 4YHETO 3a0onsaBaHe He ce mosiausaBa ageksatHo To HCIIBn wmm TNF
WHXUOUTOPH.

a. OtroBopbT kbM secukinumab TpsOBa ga ce omeHu 16 ceqMUIM ciiell HAYAJIOTO HA
TepanusATa U TepanusiTa C Hero MOXKe J1a IPOIBIDKH, CAMO aKo UMa:

I. Penykuus na BASDAI unnekca ¢ 50% OT CTOHHOCTTa My PN JICUCHUETO
WU C > 2 eNUHULNN U

26



ii. Pemykums ¢ > 2 cM Ha chnuHajgHata OOJKOBa BHU3YyJHA aHAJIOroOBa CKaja
(VAS).

3.1.4.1. CbrBpemenHo JjieueHne Ha AC

I'maBnara nen Ha JsiedeHuero Ha AC e 3ama3BaHe U NOAABbPXKAHE HA KPATKOCPOYHOTO H
IBITOCPOYHOTO CBBP3aHO ChC 3APABETO KAueCTBO HA JKUBOT, Upe3 KOHTPOJ HAa CUMITOMHUTE U
BB3IIAJIEHUETO, IPEe/a3BaHe OT JeGOopMallii U HHBAIUIHOCT, AbJDKAIM C€ Ha CTPYKTypHa yBpeaa
B PE3yJITaT Ha HOBOTO KOCTHO (hopMupaHe U MOJAbpKaHe Ha GYHKLUATA U COLUAIN3ALIUATA.

®durypa 2. I'papuyno o600meHne Ha mpernopbkuTe 3a JedeHne Ha AC, Oa3upaHo Ha
EKCIIEpPTHOTO MHEHHE Ha KIMHHUIIMCTUTE M JOKA3aTejCcTBa OT HAyYHU W3Cie[BaHus. boiectHaTta
MPOTPecHs C BpEMETO € MPECTaBEeHA 110 BEPTUKAIATA B [IOCOKA OT TOpe HAJOIy.

Mpenopbkn Ha ASAS/EULAR 3a nevyeHune Ha AC

TNF u IL-17 A uaxuburopu

OOyueHue, HCIIBn

JIDK,

(usuxanna AkcnanHo NepudepHo A

Tepartni 3a00IsBaHE 3abonasaHe H

pexabuiuTanms, a || X

NPt s Al Sulfasalazine b "

acoLualuH, ol P

IpyIy 3a JIoKanHM KOPTUKOCTEPOUAM e ||y

B3aHMMOIIOMOIIL | lp
u r
| | v
u||a

Tabauua 4. [IspBu npepadoten BapuanT Ha npenopbkute HAa ASAS/ EULAR 3a neyenue nHa AC

BceodmmTe npuHIMIM 3a JeyeHue Ha 6oaunTe ¢ AC ca:

> AC e TNOTeHIWAJHO TEKKO 3a00NsBaHE C pA3IMYHU MpPOSIBH, OOWMYAHO W3MCKBAIIN
MYJATHIUCUUIUTMHAPHO JIeYeHHE, KOOPAMHUPAHO OT PEBMATOJIOT.

» [IbpBuunaTa 1€ Ha JieueHreTo Ha 0osaKuTe ¢ AC € 1a ce moo0pu IBJIrOTPaliHO CBHP3aHOTO
ChC 3IpaBETO KAa4yeCTBO HA >KUBOT Ype3 KOHTPOJIMpPaHE Ha CUMITOMHUTE M BBH3MAICHHUETO,
NpeBEeHIMs Ha [porpecupaliata CTPYKTypHa YyBpela, 3ama3BaHe/HOpMajM3MpaHe Ha
(YHKIHATA U COLMANTNA3ANINATA.

» Jleuenuero Ha AC TpsIOBa Jla € HACOYCHO KBbM IMOJJO0pSBAHE HA TPIKUTE U Ja € Oa3upaHo Ha
CBHBMECTHOTO peIlICHHE Ha MAllMeHTa U peBMAaToJIora.

» OnrumanHoto nedeHwe Ha mnamueHture ¢ AC  u3uckBa KOMOWMHHpaHe Ha He-
(dbapMakonornyHu U GapMaKOoIOTUIHU TePAIIEBTHYHH CPE/ICTBA.

1. O0mm NpUHUMIHN HA JeYeHHne
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Jleuenuero Ha GomauTe ¢ AC TpsiOBa 1a € choOpa3eHo C:

» Hacrosimmure mposiBu  Ha OojecTra (akCHalHHM, TNepuUpEepHH, CHTE3MAIHH, eKCTpa-
apTUKYJIapHU CUMIITOMH ¥ TIPU3HAIIH).

» CreneH Ha HM3Pa3eHOCT HA WM3SIBEHUTE CHMITOMHM, KIMHHUYHH HAXOAKH WU TPOTHOCTHYHH
Oemnesu.

» OO0m KIMHWYEH cTaTtyc (BB3pacT, IOJ, KOMOPOWJHOCT, CBIIBTCTBAINO JICUCHHE,
TICUXOJIOTHYHU (haKTOPH).

2. MouuTopupane Ha 0oJiecTTa

MonuToprpaHeTo Ha O6osectta pu narueHTuTe ¢ AC TpsOBa 1a BKITIOYBA:

» MHcropus Ha 3a0011BaHETO (BKJI. BBIIPOCHHIIM)

» KnuHnvHM MOKa3aTenn

» JlaGoparopHu TecToBe

» OOpa3HH U3C/CABaHUS

l'openocouenute na ca ch00pa3eH ¢ KITMHUYHUTE IPOSBH, KaKTO U ¢ Habopa oT cpeacTBa Ha ASAS.

YecroraTa Ha MOHUTOpUpPAHE J1a ObJie MpeLeHeHa NHANBUYAIHO B 3aBUCMOCT OT:

» EBomronmsra Ha CHMIITOMHUTE

» Texectra

» Jleuenueto

3. He-dapmaxosioruuno jeyenmne

» KpailbI'eIHUAT KaMBK Ha He-(papMaKoIOTHYHOTO JieueHne Ha manueHTuTe ¢ AC e TAXHOTO
o0y4eHHue U peJOBHA JieueOHa PU3KYIATYpa.

> VYnpaxHeHusra B goma ca edexkrtuBHu. OH3nKanHaTa Tepamnus, CbC 3eMHA WM ITOJBOIHA
TMMHACTHKA 1I0J KOHTPOJI, MHAMBHUIYAIHA WIK IPYIOBA € 3a MpeIloYnTaHe, Thil KaTo € Io-
e(eKTHBHA OT YIPaKHEHHITA B JOMA.

» TlanmeHTCKUTE acONMALK ¥ TPYIHTE 33 B3aMMOIIOMOII ca OT T0JI3a.

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

» UYecto HaOmOAaBaHUTE EKCTpa-apTHUKYJIapHH MpOSIBH, HaIp. Icopuasuc, yBeuT u BU3,
TpsiOBa J1a ce JIEKyBaT B KOJa0Oopalus ChC ChOTBETHHUTE CIIEIIHATHCTH.

> PeBmaronosute TpsiOBa 1a ca OJUTEITHH MO OTHOIICHWE HA MOBHIICHHS KapHOBACKYJIapeH
PHCK U OCTEOTIOPO3a.

5. HecTepouaHu NpoTHBOBH3NAIMTETHH JE€KAPCTBA

» HCIIBxn, BkIrOYHTETHO KOKCHOWTE, Ce MPENOphUYBAT KATO JIEKAPCTBA OT IThPBA JIMHUS 3a
marueHTuTe ¢ AC, KOUTO UMat 0OJIKa U CKOBAHOCT.

» Tpoawsmxurentoro neuerne ¢ HCIIBa e 3a npeamounTane 3a marueHTHTe ¢ MEPCHCTHPAILO
aKTHUBHO, CHMIITOMaTHYHO 3a00JIsIBaHe.

» Koraro ce mpexnucar HCIIBn, tpsi6Ba na ce uma mnpeaBua KapaHOBaCKyJapHHS,
racTPOMHTECTUHAHUS U OBOPEUHHS PHUCK.

6. AHaJreTHI N

» Amanreruiure, Kato paracetamol u omuonau (og00HM), Ce UMAT PE BUJI IIPH OCTAThYHA
OoJika, cliel KaTo MPEeALIecTBaIlO [IPEOPbhYaHOTO JIeUEHHE € OMI0 ¢ HeAoCTaThueH eQeKT,
MPOTUBOIOKA3aHO W/HJIH JIOLIO TOJIEPUPAHO.

7. T TI0OKOKOPTHKOMIH

» Jla ce wmmar mpexn Bua JokanHute ['K HMHXKeKIMM B MecTara Ha MYCKYJOCKEIETHO
Bb3MAJICHHE.

» VYmnorpebara Ha CUCTEMHH TTIOKOKOPTHKOMIM 32 aKCHAITHOTO 3acsiraHe He ce MOAKpEIs OT
JIOKa3aTeJCTRa.

8. bosnecto-MoauuuMpamy aHTHPEeBMATHYHH JIeKAPCTBa

» Jluncear mokasatenctBa 3a edukacHoctta Ha BMAPJI, Brimountenno Sulfasalazine wu
methotrexate 3a sieueHreTO Ha AKCHAIHOTO 3a00JIsIBAHE.



» Sulfasalazine mosxxe na ce uma npen BUJ IPU MAILMEHTH ¢ iepuepeH apTpHur.
9. buosiornuau BMAPJI

9.1 Anti - TNF Tepanust

» Anti - TNF Tepanusra 1a ce Ha3HaYaBa Ha MAIMEHTHTE C IEPCHCTUPAINO BUCOKA 0OJIeCTHA
AKTHBHOCT, BBITPEKH KOHBEHITMOHATHOTO JICUCHHE, ChITIACHO TpermopbkuTe Ha ASAS.

» Hsma nokasaTescTa B MOJKpeNa Ha 33bJDKATEIHOTO n3nons3Bane Ha BMAPJI npeau, nwinu B
koMmOuHatws ¢ anti - TNF Tepanusita npu naiueHTUTe C aKCHaIHO 3a00JIsIBaHE.

» Jlumncear nokasaTelCTBa, MOAKPEISIIM pa3jiukaTa B edukacHocTTa Ha paszauunure TNF
WHXUOUTOPH BHPXY aKCHATHHUTE U nepudepHNuTe/CHTE3NaTHITE TIPOSBA Ha OoJiecTTa, HO MpH
Hannureto Ha BY3 TpsbBa na ce B3eme moa BHUMaHHE €PHKACHOCTTA MO OTHOIICHHE Ha
TacTPOMHTECTHHAIHHS TPAKT.

» IlpemunaBaneto kbM BTOpH TNF - G10Kep MOXe Jia € YCIENnTHO, OCOOCHO MPH MAIHEHTHTE C
W34YeplBaHe Ha OTTOBOpA.

9.2 IL-17 A uHxuGuTOpPH
» Tepamusra c IL-17i e ¢ noka3ana edukacHoct kakto npu TNF HauBHU NanyeHTH Taka u
MpH NMalueHTH ¢ Heycnex ot jeueHue ¢ TNFi, kato e edekra € mo-CUJIeH pH MIbPBHUTE.
» [lpu mepBUYHE HOH-pecnioHAepH KbM aajaeH TNFi, e mo-pannonaisHo aa ce mpeMUHE KbM
JPYT KJIac JieKkapcTea, T.e. IL-17i.

> Tokcnunoctta kbM TNFi MoOXke ChIIO Ja € MpuyrHA 32 TPEMHHABAaHE AUPEKTHO KbM
IL-17i

10. Xupypru4Ho JieueHue

» Aptpomactukata Ha TBC na ce uma mpen Buj npu OOJHHUTE C pedpakTepHa OOJIKa MU
WHBATUIN3AIUS U PSHTTCHOJIOTHYHY J0KA3aTeNICTBA 3a CTPYKTYpHA yBpE/aa, HE3aBUCHMO OT
BB3PACTTA.

» Kopurupaiata octeoToMuss Ha rpbOHaKa Jia c€ MMa IpeJ BUJ MPH MAIMCHTHTE C TEXKKa
WHBaWAU3Upamia aedopmarus.

» Ilpn mammenture ¢ AC m ocrtpa BepreOpanHa ¢pakTypa Ja ce OOMHUCITH TpbOHa4YHA
XUPYprus.

11. IIpomenu B X012 Ha DoJiecTTa

» AKO HACTBITU 3HA4YMMa MPOMSHA B XOJa Ha 0OJeCTTa, Ja ce UMAT MpeJ BUJ APYTH MPUUHHH,
OCBEH BB3MNAICHHETO, KaTo BepTreOpasiHa (pakTypa M Ja C€ OCBIIECTBIT CHOTBETHUTE
W3CIIeIBAaHUS, BKIIOYUTEITHO O0Opa3HH.

[TybnukyBaHu ca 1 MeKIYHAPOJAHM NpenopbKH 3a jeueHue ¢ TNF — 6mokepu (Tabdi. 5).

Tabmuua 5. Axryanusupanu npernopbku ot 2016 T. 32 TPHIIOKEHUETO HA OMOJIOTUYHA TEpaNus C aKCHAJICH
CnA (ximountesnno AC).

IlonGop Ha GosiHUTE

Huarnoza [Maruentn, wusnbaBam Moauduuupanure Hro HWopkcku kpurepun 3a
nedunntrBeH AC unmn kpurepunte Ha ASAS 3a akcnanen CnA

AKTHBHO 3200J15BaHe | AKTHBHO 3a00JsIBaHe 32 > 4 CEAMMUIIN
BASDAI >4 (0-10) 1 HOJOXUTEITHO EKCIIEPTHO MHEHUE

Heycnex oT e Bcuuku nmangeHTy TpsAOBa Ja ca MMajid aJCKBAaTHH OMUTH 3a JICUCHHUE
TepamnuATa none ¢ ase HCIIBi. AnexBaren TepameBTrdeH omuT ce neduHHpa
kato none ase HCIIB o6mo 3a 4-ceaMuuen nepro B MaKCHMAJIHO
IpenopbYaHa WM TOJEPUPAHAa NPOTHBOBB3MAIMTEIHA 103a, OCBEH
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aKo He ca MPOTHBOIIOKA3aHH

e [JlanueHTHTE C NPEIOMHHAHTHO AaKCHAJIHM MpPOSIBU HE TpsAOBa na
npuemat BMAPJI nipenn 3amouBaHeTo Ha JICUYCHHETO C OMOJIOTHYCH
JIEKapCTBEH Mpemnapar.

e [lamueHTHTE CHC CUMITOMATHYEH NepudepeH apTpuT TpsOBa 1a uMar
HEJOCTaThYEH OTTOBOP KBbM IIOHE €HA JIOKAJIHA KOPTHKOCTEPOUIHA
MHXEKIUA, ako € MOAXOMIla M Ja ca MMalll aJeKBaTeH ONMT 3a
neuenne ¢ BMAPIJIL, 3a npeanountane sulfasalazine

e [lamueHTHTE CBC CHUMNTOMATHYCH EHTE3UT TpsOBa JAa ca HMald
HEeycIeX 0T MOAXOJIAIIO JOKATHO JISYEHHE

Ouenka Ha | HaGopa ot cpeactsa Ha ASAS 3a exxenHeBHaTta npaktuka 1 BASDAI
3a00/151BaHETO

OuneHka Ha 0TTOBOpa

Kpurepun 3a | BASDAI: 50% penatuBHa npoMsHa WU a0coiroTHA mpomsiHa oT 2 (ua 0-10
OTrOBAPSIIIHUTE CKaJla) M eKCIIEPTHO MHEHHE B [10JI32 HA MIPOJBIDKABAHE

WNurtepBan Ha ouenka | Cnen none 12 ceqmunu

Hecmepouonu npomueosvznanumennu cpeocmaea

HCIIBx ce cumrat 3a oTHOCHTENHO Oe3omacHu 3a 6onauTe ¢ AC, BBIIPEKHU Y€ 0 M3BECTHA CTEICH
pUCKa OT KapAMOBACKYJIapHU, TACTPOMHTECTHMHAIHM U OBOpPEYHM YBpEOu € IOBUIIEH B Ta3u
TIOTTYJIAITHSL.

[Toydenu ca pokazarenctsa, ye HCIIBx ca edpukacHu 3a oOek4yaBane Ha OOJKaTa U CKOBAaHOCTTA
npu nanueHtute ¢ AC, KakTo Npu KpPaTKOTpaeH, Taka W MpH ABITOTPacH NEpUoj Ha JICUEHHE.
EdukacHocTra € 10 roisimMa CTENeH 4YacTW4yHa, J03a — 3aBUCHMa. JlaHHHTE OT €IHO MaJKO U
KpaTKOTpalHO MpOy4YBaHE HE yCTAaHOBABAT €(EKT BbPXY IPbOHAYHOTO BB3MAJECHUE, OLCHEHO upe3
MPH, HO ce noka3Ba NpeaUMCTBOTO Ha NPOABIDKUTEIHATA T€palus NpU MPEBEHIUATA HA HOBOTO
KocTHO (popmupane. Kokcubure ca 6e30nmacHu 3a KpaTKOTpaiHO JieueHue JOpH U MPH MAIUEeHTH ¢
BUY3. ASAS npenopbuBa cieaBamaTta CThIKa B KIMHUYHUTE MPOY4YBaHUS Ja ObJle B HACOKa
crOMpane Ha nH(OpMaIIKA 3a TOBAa KaKbB J1a Obje pekuma Ha npuem Ha HCIIB.

bonecm-moougpuyupawyu anmupesmamuunu nekapcmea (bMAPJI)

Cnen nocnennus 0630p Cochrane uma ome aBe HOBU mpoyuBaHus 3a sulfasalazine, HO ekcrepTuTe
HE CMSTaT, Y€ Te NPeaOCTaBiIT HOBa WH(GOpMAaIMs, KOATO Ja JajJe OCHOBAHHS 3a MPOMsHA B
CBHILIECTBYBAIIOTO CTAaHOBHINE. Pe3ynrtaTuTe OT MBPBOTO MPOYYBAHE, KOETO € MPOBEACHO TJIABHO
npu O6omHu ¢ paneH CHA ca mpoTHBOMONOXKHH, Jokaro B head-to-head mpoyuBanero cpemry
etanercept Hsma Turanebo Tpyna. Haii-o0mo ka3zaHo, HE MOXe Ja c€ U3KIIYH YacTUYCH
nonoxuteseH edekt Ha sulfasalazine, KoifTo € mocTa orpaHuveH. 3aToBa HE MOTaT Ja ObIaT JaJeHU
CTPOTH TIPETIOPBKH B MOAKPENa Ha HETOBOTO MPUJIOKEHUE, HO PEBMATOJIO3UTE MOTaT Jla HATIPaBsT
oruT 3a Jedenue che Sulfasalazine za xparbk mepuwos, oOuuaiiHO He mMoBeue OT 4 Mecena, Cien
KOWTO MO-HATATBIIEH YCHEX € MalKO BepOATEH. BONIMHCTBOTO OT MPOYYBAHUATA OKA3BAT
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n3BecTHa edukacHocT Ha sulfasalazine npu nepudepeH COHIUIOAPTPUT W MPHU NMPOPUITAKTHKATA
Ha TMpeAHHs] yBeUT. B aKTHBHOTO CpaBHUTENHO NIpoyuyBaHe etanercept e mokaszan mo-rosisiMa
edukacHoct. Jluncea apyra npuuuHa, OCBEH HKOHOMHYECKA, 33 MPENOPbUBAHE HA 33 IbIDKUTEIIHOTO
u3non3Bane Ha KoHBeHInoHaaTHO BMAPJI npu AC npenu 6uosorudna Tepanusi.

Pesynrarute otHOcHO Methotrexate ca Bce omie MHOrO OrpaHHYeHH W Bb3 OCHOBaTa Ha 0Oa3ara
JaHHYW HE MOTaT J1a ObJIaT AaJIeHU MOJOKUTEIHU penopbku. Crexn nmocienaus 063op Cochrane nma
€IHO HOBO OTKPHUTO NMPOYyUYBaHE C BHUCOKa J03a methotrexate, MpuiioskeH MOJAKOKHO, KOETO OTHOBO
HE JIEMOHCTpUpPa €(QeKT MpH OOJHHUTE C aKCHATHO 3a00JsBaHe. BOJIIMHCTBOTO PEBMATOJIO3M
npunaraT methotrexate mpu manyeHTH ¢ MpeJoMUHAaHTHO nepudepen CHA, HO nuncBat O0azupaHu
Ha JI0Ka3aTeJICTBA MPENOPHKU B MTOJIKPEIa Ha TOBA.

Anumu-TNF mepanus

Crnen mocnenHusi cucTeMaTH4eH 0030p, MMa MHOTO HOBM TNpOy4YBaHUS OTHOCHO aHTH - TNF
tepanuara. Oceen infliximab u etanercept, adalimumab, golimumab, u certolizumab pegol
CBIIO ca JoKa3anu cBOsl edekT. [lomydeHnn ca ChIIECTBEHN TAaHHM 3a PE3YNITATHTE, ChOOIIEHH OT
6omuute. Te nokas3Bar, ye OONHUTE C HANpeTHATO 3a00JIsIBaHE CHIO CE MOBJIUSABAT YCIEIIHO, HO
TE3W C PAaHHO U MHOTO paHHO 3a00JiIBaHEe MMAT MHOTO Mo-royisM edekrt. [enbT Ha choOliaBaHaTa
pemucus e Hax 50% crnen 16 ceamuiia mpu NalMEHTUTE C Bh3MaluTelHa 00Jika B I'bpOa ¢ JaBHOCT
oz 3 roauHM (cpeaHa 15 mecena) u cakpousiuut Ha MPU, Ho He u Ha peHTreHorpadus. Tpsosa xa
ce oTOenexu, 4ye OOJNIIMHCTBOTO OT MAIlHEeHTUTE B TE3U MPOYYBAHUS HE U3MBJIBAT MOIUDULIIPAHUTE
Hio Mopkcku kpurepun 3a AC.

JlaHHUTE OT OOIIMPEH PErucThp couat, ye Opost Ha mauuenture ¢ AC, kouto He criupar anti - TNF
TepanusATa nopaan Hee(UKaCHOCT WM CTPAaHUYHU €(EeKTH, a 5 MPOIBJIKABAT IO-ABJITO BPEME € I0-
rojisiM, B cpaBHeHue ¢ Oomnute or PA. Mma mokaszaresnctBa, ue edpukacHoctTta Ha anti - TNF
TepamnusTa ce 3arma3Ba 3a HIKOJIKO TOIUHHU.

I'ppOHAUHOTO BB3ManeHue, oneHeHo ¢ MPU ce monobpsia 3HauuTenHo ciuen anti - TNF Tepanusita.
Pentrenorpadckara nporpecus (Iri1aBHO HOBOTO KOCTHO (pOpMHpaHe) HE ce MOTUCKA, HO ChILO HIMa
JI0Ka3aTeNCTBa, 4e (POPMHUPAHETO HA CUHIECMO(PUTHUTE C€ YCKOPSIBA.

Hannyaure nekapcTBa OT Ta3u TIpyna MMaT CXOAHA €(QHUKAaCHOCT BBPXY MYCKYJIOCKEJIETHHUTE
MPOSIBH, HO pa3iuyHa e(UKACHOCT Npu KIMHUYHO mnposiBeHo BU3 u yBeut. MOHOKIIOHAJIHUTE
aatutena (Infliximab, Adalimumab, Certolisumab, Golimumab) ca eduxacuu npu nedenne Ha BU3
U IIpU [IPEeIOTBPATABAaHE HA TOBTOPHO Bh3HUKBaHE Ha yBeUT (HsAMa naHHU 32 Golimumab), nokatol

Etanercept neMoHCTpHpa MPOTHBOPEUNBH PE3YIITATH 32 YBEUT M HUKakBa epukacHocT 3a BU31

IL-17 Ou TpsibBano na ce m30sArBa mpu manveHTH ¢ akTuBHO BY3, Thi kato Secukinumab B
cpaBHeHUE ¢ Tutanebo He € epukaceH npu 6onecrra Ha Kpon u Boau 10 moseue HIIP1
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B TO3M cny4ail MOHOKIOHATHUTE aHTUTENa HMMAaT MPEAUMCTBO TpeJ] Pa3TBOPUMHUSA MPOTEHH
(infliximab u adalimumab ca ogo0penu kakto 3a Oomectra Ha Crohn, Taka M 3a YIIEPO3HHUS
konut, golimumab 3a ymmeposen konut). HsiMa HOCTaThuHO JOKAa3aTesCTBA 3a PA3IMKHUTE I10
OTHOIIICHHE Ha OCTPHS MpeACH yBeuT. Hannmunero wiu urcara Ha ICOpHa3uc HE 00yClIaBs pa3auKu
10 OTHOIIIEHUE Ha e(hUKACHOCTTA BHPXY MYCKYJIOCKETICTHIUTE CUMITTOMH.

Nwma pokasarenctBa, ue anti - TNF Tepanmusita mojoOpsiBa NpHU3HALUTE W CUMIOTOMHUTE Ha
nepudepeH apTpUT U EHTE3UTA.

B npenopwkute Ha ASAS ot 2010r. 3a mbpBH I'BT € 3aCThIIEHA TE€MaTa 3a MPEMUHABAHE KbM
antepHatuBeH TNF - HHXUOUTOp MpHU HEyclex OT MPEaXOJeH, MOPaay MOIYYEHUTE Pe3yaTaTH OT
HSIKOJIKO IPOYYBaHMUs, TIOKa3Bally eQeKT B 3HAYUTETHA CTeNeH. BbB ()eHOMEHa MpeycTaHOBsIBaHE
Ha TEPANeBTUYHUS OTTOBOP (BTOPHYHHU HOH - PECIIOHIEPH) ydacTBa (JOPMHUpPAHETO HA aHTUTENA H
T€3U MAallUeHTU MMAaT MO-TOJISIM MOTEHLHaN 3a oTroBop KbM BTOpH TNF - Oiokep, B cpaBHEHuUE ¢
I'PBUYHUTE HOH - PECIIOHIEPH.

Jlpyzu 6uonocuunu mepanuu
IL-174 unxubéumopu

[Ipe3 mocneaHuTe TOAMHU C€ HaTpylnaxa JoKa3areicTBa, ue B ocHoBata Ha AC crom IL-17A npo-
MH(IIAMAaTOPHUSAT BT U crieUUIHOTO HHXHOUpaHe Ha [L-17A Boau 10 TUPEKTHO NMPEKbCBaHE Ha
Bb3najaeHueTo. Ilocaenuure oT Ta3yu MUTOKMHOBA MHXUOUIIMS ca HEBB3MOXKHOCT Ha IL-17A na ce
CBBPXKE C PEIENTOPUTE CH HA TMOBBPXHOCTTA HA PA3JIUYHHM KJIETKHU, B TOBA YHCIIO XOHJAPOIUTH,
¢ubpobIacTH, 0CTE00IACTH, OCTEOKIACTU U Ja YIPAXXKHU €PEKTUTE CH Ha Mpoiaudepainns, KOCTHO
epo3upaHe, XPYISUTHO YBpPEXKIaHEe, Bb3MaJIcHHUE.

IL-17A ce npoayuupa ocHoBHO oT Th17 nmumdoruture. [latorennu Thl7 kierku ca ycTaHOBEHU
KaKTO B NepuQepHaTa KpbB, Taka U M0 MOBbPXHOCTTA Ha anodu3apHuTe cTaBu Ha 6oiaHuTe ¢ AC.

Pesynrarurere oT 1aBe mpoyuBaHMs JoKa3BaT, ye aHTU - |L-17A MOHOKJIOHATHOTO AHTUTSIIO
(Secukinumab) mnoBnusBa OnaronpusTHO OoJecTHaTa AaKTUBHOCT, yMopara, Moxo0psBa
MOJIBJKHOCTTA Ha IpbOHaKa, (u3nuyeckata (pyHKIMS M KauecTBOTO HA >KMBOT Ha OonHHMTE ¢ AC.
[TonoGpenue, uzmepeno ¢ ASAS20 ce HaOmronaBa olle Ha IbpBaTa CEAMHUIA, & OTIOBOP KbM
tepanuara ASAS40 HacTbNBa Ha BTOpaTa ceamuua. JlaHHWTe coyar, 4e 0 JO 4eTBbpTaTa roJuHa
roguHa oT jeueHuero npu ~ 80% OT MalMEeHTUTEe He HACThIIBA pEHTTeHorpadcka CTPYKTypHa
nporpecus Ha 3abonsBaHero. Upes crnenuduunata IL-17A 6nokana, xkakto npu 6omaute ¢ AC,
KOUTO He ca npoBexaanu aHThu-TNFa Tepanus, Taka U MpU Te3U C HE3aJ0BOJHUTEICH OTTOBOP KbM
npemecTBama anTu-TNF Tepanus, ca MOCTUTHATH KIMHUYEH OTrOBOP M €(UKACHOCT, 3ara3Bamiy
ce o cenmuia 52. Secukinumab e mokasaH 3a JieueHHe Ha aKTUBEH aHKWJIO3UPAIIl CIIOHMWIUT TIPH
OomHn Ham 18r., KOMTO ca C HEaJeKBaTHO TMOBIMSBAaHE OT KOHBEHIIMOHATHATA TEPAIIHs.
[Ipenoppuntennara no3a € 150 mg, mpuiokeHa KaTo MOAKOXKHA MHXKeKWs. [IppBoHavamHO ce
npuiara Hacumiama jgo3a Ha cenmunu 0, 1, 2, 3 wu 4, a BHOCIEACTBHE KaTO eKeMmeceyHa
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OJIbpKaIa 103a..
Secukinumab ce mpumara 3a sedenue Ha ciegaure amarnosu: 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 Bvncapus

3a JieucHUE HA BB3PACTHH C TEXKKA aKTUBHA ()OpMa HA aHKUIIO3UPAIL[ CIIOH/MIUT, KOTATO OTTOBOPBT
KBbM CTaHJApTHATa Tepamnus € HeJOCTaThucH ca mokasanu adalimumab, etanercept, golimumab,

certolizumab pegol u infliximab.
HpeHOpL‘-II/ITeJIHI/ITe AO3H Ca 3a MAlUCHTU C aHKWJIO3Upalll CIIOHAWUJIUT:

Adalimumab - 40 mg amanuMyma0, mpuiaraHa mpe3 CeIMHUIlA KaTo €JIHOKpaTHa 7033 upes3
IMOAKOKHO MHIKCKTHUPAHC.

Ananumymab TpsiOBa J1a ce M3IM0I3Ba 0 BpeMe Ha OPEMEHHOCT, CaMO aKO € U3PUYHO HEOOXO0IMMO.
He ce ouakBar edexTn BbpXy KbpMEHHTE HOBOpoJcHHU / KbpMauera. CienoBarenno Adalimumab
MOJKE JIa C€ U3IT0JI3Ba M0 BpeMe Ha KbPMEHE.

Adalimumab ce npuiara 3a jgeuenue Ha cineanute quarnosu: M45.0, M45.1, M45.2, M45.3, M45.4,
M45.5, M45.6, M45.7, M45.8.

Etanercept - 25 mg, npwraranu qBa mbTH ceAMHUYHO, Win S0 MQ, IpuUIaraHy eIuH MbT CSIMUIHO
qpe3 MOAKOKHO HHIKEKTHPAHE.

Etanercept ce mpunara 3a nedenue Ha cneanute auarnosu: M45.0, M45.1, M45.2, M45.3, M45.4,
M45.5, M45.6, M45.7, M45.8

Golimumab (Simponi) 50 mg npuIokeH BeAHBX MECEUHO, Ha €Ha M ChIIa JaTa 4pe3 MOAKONKHO
umxektupane. [amuentu ¢ Tenecno terno Haa 100 kg. nmpu kouto cien 3 10 4 1034 HE CE€ TIOCTUTHE
3aJIOBOJIUTEIICH KIIMHUYECH OTTOBOP,MOXE J1a C€ OOCH/IM MOBHIIIABAHE HA JI03aTa Ha roJuMymad 10
100 mg BeaHBK MECEUHO, KaTo ce B3eME MPEJBU]I MOBHUILIEHUSNT PUCK OT ONPEAETICHH CEPHO3HH
HEeXeJlaHU JIEKapCTBeHW peakuuu npu no3ata oT 100 mg B cpaBHeHue ¢ no3ara ot 50 mg. Ilpu
nanueHTy 0e3 JaHHU 3a TepameBTHYeH edekT crnen 3 mo 4 mombiaHUTenHU 103U oT 100 mg
MIPOIBJDKABAHETO HA JICICHUETO TPSOBA J1a Ce TIPEOIICHH.

Golimumab ce npunara 3a neyenue Ha ciennute quarnosu: M45.0, M45.1, M45.2, M45.3, M45.4,
M45.5, M45.6, M45.7, M45.8

Certolizumab pegol - HaroBapBama no3a: mpenopbyBaHaTa HayalHa J03a IPU BB3PACTHU
nanueHT € 400 mg (mpuiaraHa Kato 2 nMoAkokHU nHkekuuu no 200 mg nHeBHO) Ha ceamuna 0, 2
n 4. Ilognepkama no3a: ciuel HadalHara J03a, NPENopbUMTENHATa MOANbpIKaIlAa J103a IPH
BB3PACTHU IMALMEHTH C aKCHUAJIEH CIOHJMIOAPTPHUT, BKJI. aHKWiIo3upam crnoHaumuT € 200 mg Ha
Bceku 2 cenmunm win 400 mg Ha Beeku 4 ceamunm. [Tonacrosmiem Certolizumab pegol e mepBoTo
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U €IMHCTBEHO 0J00peH0 oT FDA OHOJIOTrMYHO JIEKapCTBO 3a JIEYCHHE Ha HEPEHTreHOrpad)CKu
axSpA Ha 0a3ara Ha 52 ceamuuno npoyuBane C-AXSpANd. IlepcrieKTHBHO ChOMpAHHUTE JTAHHH OT
Haza 500 6pemennocty, ¢ excriozuiys Ha Certolizumab pegol, ¢ u3BecTeH u3xoa Ha OpeMEHHOCTTA,
BkitoyBamy Hajy 400 OpeMEHHOCTH, C eKCIO3WIMs Mpe3 IbpBUS TPUMECTBD, HE IIOKa3BatT
manopmatuBen epekt Ha Certolizumab pegol. Bbrnpekn TOBa, HaTUYHUAT KIMHUYEH OIUT €
MPEKaJICHO OTPAHUYCH, 3a J]a CE 3aKJIF0YUH, C pa3yMHa CHTYPHOCT, Ye HsMa yBEJIHUYEH PUCK, CBBP3aH
¢ mpuiararero Ha Certolizumab pegol mo Bpeme Ha 6pemenHoct. Certolizumab pegol Tpsi6Ba na ce
M3M0JI3Ba 1O BpeMe Ha OpeMeHHOCT camo mpu KiauHW4YHa HeoOxomumocT. CRIB mpoyuBane —
MPOCIIEKTHBHO, MOCTMAPKETUHTOBO, ()apMaKOKUHETHYHO MPOYYBAaHE C JIU3AifH 32 TOYHA OIICHKA Ha
HUBOTO Ha raneHTeH tpandep Ha CZP ot maiikute kbM nemara. CZP e mokaszan Jmrcsail Jio
MUHHAMaJIeH TuiarienTaper Tpancdep (<0.1%). Cimzia moxe aa ce mpuiara npu KbpMeHe, a 1o Bpeme
Ha OPEeMEHHOCT caMo MPH KIMHIUYHA HEOOXOMMOCT.

Certolizumab pegol ce npunara 3a nedenue Ha cnenaurte nuardosu: M45.0, M45.1, M45.2, M45.3,
M45.4, M45.5, M45.6, M45.7, M45.8.

Infliximab — 5mg/kg mon dopmara Ha uHTpaBeHO3HAa HMHQY3Us B NMPOABIDKCHHUE Ha 2 Haca,
nocjeBaHa OT TOMBIHUTENHN HHPY3un ot Smg/kg Ha 2 u 6 cenmuna cien mbpBaTa HHQY3U, el
KOETO Ha BcsAKa 6 wiu § cenmuiia. AKO manyeHTa He TOKaXe KIIMHUYEH OTTOBOp 110 6 ceamuia (T. €.
cien 2 ungys3un), He TpAOBa Aa ce mpuiiara rnoseue jeueHue c infliximab.

Infliximab ce mpunara 3a neuenue Ha cinempnurte aumarHosu: M45.0, M45.1, M45.2, M45.3, M45.4,
M45.5, M45.6, M45.7, M45.8.

Adalimumab wu certolizumab pegol umar oduumanHo on00peHa WHAMKAIMS 3a JICUCHHE HA
akcuaneH CnA 0e3 perrreHorpadceku uzssu Ha AC (He-peHtreHorpadceku CnA).

IL-17A — 6nokepu

Ot Ttasu rpyma, Secukinumab, koiito ¢ uyoBermko aHtH — IL-17A MOHOKJIOHAJIHO AHTHTSIO, €
onoopen 3a neuenne Ha AC. Ilpenoppumtennara mo3a € 150 mg, mpuwioxkeHa KaTo TMOAKOXKHA
umkekiys. [IspBoHavanHo ce nmpuiara Hacumiama ao3a Ha ceaqmunu 0, 1, 2, 3 u 4, a BocieacTsue
KaTo eKeMEeCevHa MoJIIbprKaIla 103a.

4. ICOPUATHUYEH APTPUT (mo MKB kox M07)

4.1. lepuunnusi

[Icopuarnunust aptput/aptponatus (IIcA) e XpoHMYHO npoTHMYamIo 3a00JsIBaHE Ha OIMOPHO-
nsuratenaus anapar (O/1A), xapakTepu3upaiio ce ¢ apTpUT W/UIIK apTponaTus Ha nepuepH CTaBH
W/WITY CIIOHMIIUT TPU MAIMEHTH C W/WIN CIIOHIWIUT, MPH MalueHTH ¢ KoxeH ncopuasuc (Ilc), npu
oOunyaiiHo HeraTuBeH peBMaTouieH paktop (PD) u nurnca Ha peBMaTouHu Bb3MU. bonnaure ¢ [IcA
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pa3BUBAT pa3’IMYHU U3BBHCTaBHU NposiBU. OT 5% 10 50% ot nanuentute ¢ [lc pazsusart [IcA. [IcA
MIPUHAJJIEKU KbM Ipymnara Ha cepoHeratuBHute cionaunoaprponarun (CCAII): rppOHauyHus cTHIO
e a"raxupas rpu 50% ot GosiHHTE, YeCcTO ce oka3Ba HocutencTBO Ha HLA-B27 rem.

4.2. IlcopuaTuyeH apTpUT — KIIMHUYHA KapTHHA

IIcA Moxe 1a Bb3HMKHE BBB BCSIKAa BBH3PAacTOBA IPyIa, HO Hail-BUCOKa € 3a00JIeBaeMOCTTa MEXIY
30 u 50 roguan. Havyano Ha Oosectra € 00M4aiftHO MOIOCTPOTO (IIPHU MOBEYETO) WM OCTPOTO (MPHU
1/3 ot Bcuuku 6ostHu ¢ TIcA). B 3aBHCHMOCT OT T0siBaTa Ha 1BaTa OCHOBHU KJIMHHYHHA CUMIITOMA —
KOXKEH TICOpUa3uC M apTPHT, Ca Bb3MOXKHU CIICTHUTE TPU BapHAHTA:

- npu 60-80% or OomHHTE KOXHH JI€3UU C€ TMOSBSBAT IbPBU, C PA3NIMYHO JTBIBT

npeaxosxaant nepuox — a0 20 rogunu u noseye (odudaitno 10 rox.)
- 1npu 15% aptpura ce nosiBsiBa Npeay KOKHUTE IPOMEHH;
- Hall-psaKo ce HaOo1aBa eJHOBPEMEHHATA UM TOSBA.

Awnraxupanero Ha OJIA € MHOrooOpa3HO ¥ C pa3IndHa MHTCH3UBHOCT HA KJIMHUYHUTE MPOSBU — OT
MUHHMAJIHA CUMIITOMH (CKOBAHOCT, 00JIKa), 70 BHCOKa 0OJIECTHA aKTUBHOCT.
ApTpuT/apTponaTHus/CIOHAUINT - KIUHUYHH (POPMHU:

1. Aptput/apTponaTus Ha TUCTATHU UHTEp(ATaHT€ATHN CTaBH (HAU-9€CTO MAJIKHM CTaBH Ha MPBHCTU
Ha PBIIC U CThIIajIa, THIIMYHO acUMETpH4eH) - 55-70%

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

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

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

5. MaBanuau3upany (MyTuianpail) aptput — 3-5%.

Ilpym nposisu ot OJ1A:
SHTE30MaTUS/CHTE3UT - - BB3MAICHHE Ha MHCEPIUATA KbM KOCTTa Ha CYXOXKWIIUE /TUTaMEHT
(AXHIIECOBOTO CYXOXKHIIUE, TNIAaHTapHaTa (aciyst)

- TCHOCHHOBHT (JIeK/yMepeH TEHOCHHOBHUT Ha (DJICKCOPHU CYXOXKHJIHS)

- jgakTaant (10 35% ot GonHKTE)

- MHOMATHSL.

KIMHUYHM CUMOITOMH OT KOKa U HOKTH
Kosxxen ncopuasuc - popmu:
® IUIaKaTa — ePUTEMATO3HH MICOPUATUIHH TUTAKU C, 00NYaliHO, (PMHO 3aTFONIBAHE, TPUIABAIIO
ceaedeH BT HA IUIaKaTa
® TryTara— r'yTaTeH ICOpHasuc
® MYCTyJ03a — IIJIaKH ¢ HarHOSIBaHE
e eputpoaepmus (0OMUatHO He ce KOMOMHHpA C apTPHUT).
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Ic Mo>xe 1a ce ToKaIM3upa Mo KoXKaTta Ha IUI0To Tsu10. OTJIexaar ce 1 OKOCMEHaTa 4acT Ha
rinaBata (Ilc gecto e morpemHo e CMsITaH 3a MbPXYT), MePHHEeyMa, HHTEPIIIyTea HaTa IIeTKa,
o0JacTTa Ha IbIa.
HoxbTHH mpoMeHH (MOHSIKOTa eIMHCTBEHA nposiBa Ha Ilc):
e JuHUM Ha Beau
TIEBKOHUXHS
OHHUXO0JIH3a
® KBJITEHHKAaBO-PO30BOTO IMETHUCTO 0Oe31BeTsBaHe (,,0il-drop* sign)
® TIO0JHOKBHTHA XHMIIEPKEPATO3a
® CIUIMHTEp XeMOparuu
® T[ICTHHCTA JyHYJa
e HampeyHa HaOpa3JsBaHE
® OTCJIOSIBaHE HA HOKBTHATA IJIOYKA (0OMYaliHO B CBOOOIHUS M Kpaid)
® U TOYKOBHUJIHHM JCTIPECUU (CPaBHUTEIHO Hai-crierupuyaHm).

Iloako:xHM BB3JIH - HE PEBMATOUHU BB3JIM, pCAKU.

N3BbHCTABHYM NPOSIBU - CUMIITOMM OT APYTY OPraHH U CUCTEMH
[Tpu [IcA morat na ce HaOMIOIAaBAT CIEIHUTE U3BBHCTABHH NIPOSIBU:
e 04HO 3acsirane ce HaOmoaaBa npu 30% OT manueHTUTe:
KOHIOHKTHBHT (B 20%),
ocThp npeneH yBeut (nipu 7%) — a 43% ot TAX UMaT CAaKPOUJIHHT.
3acaraHe Ha ChpILETO
OBOpeYHO yBpeKIaHe
BB3IAINUTEIHO YPEBHO 3a00JI5IBaHe
nuMdenieM Ha TOPHU U JIOJTHH KPaHUITN
MPUIIOKpHUBaIIo 3a00isiBaHe € cuHIpoMbT Ha SAPHO

4.3. IIcopuaTH4eH apTPUT — IMATHO3a

CKpPUHMHI-BBIPOCHULIH
KoXHuTE 1 HOKbTHUTE MOpaKeHUs OOWYaHO MpenxokIaT KIMHUYHATA U35Ba HA apTpHUTa, OPaIu

KOETO B CBETOBEH Mallad JepMaToJIO3UTe ca Ha MpEJHUTE JIMHUHM 3a CKpUHUHT Ha [IcA. 3atoBa
TOJISIM TIPOIICHT OT BBIIPOCHUIMTE 3a CKpUHUHT Ha [ICA ca pa3paboTeHM M BaTUAMPaHH 32 MOJI3BAHE
OT KOHTUTEHTA MAIlMEHTH HACOYBAaHM 32 KOHCYJITAIUS KbM TAX - TOPOHTO CKPUHHHIOB BHIPOCHHK
3a [IcA (ToPAS, Toronto Psoriatic Arthritis Screen), enuaeMHONIOTHYEH MOCPHA3UC- CKPUHUHIOB
Berpocuuk (PEST, Psoriasis Epidemiology Screening Tool), BbIpocHUK 3a CKpUHHpAHE U OlEHKA
Ha [IcA (PASE, Psoriatic Arthritis Screening and Evaluation), PASQ,/ Patient safety and quality of
care/ KakTo W BBIIPOCHHK 332 CKPUHHHT 3a paHeH apTput npu naunuentu ¢ [Ic (EARP, Early ARthritis
for Psoriatic patients). Benpocuunute omoughepenyupam ¢ OTHOCUTENHO 100pa YYBCTBUTEIHOCT U
cnerupuuHoct donnume c IlcA B ronsmara rpyna Ha naruerTure ¢ [1c.

[Mpubmmsutenao 70% ot GomauTe ¢ Ilc OWxa ONEHWIM 3APaBETO CH C IMOMOIITA HAa BBIIPOCHUK, a
MOJIOBMHATA OT TSX OHMXa ce JIOBEPWIM Ha OllEHKAaTa M OMxa ce KOHCYATHPAIM C PEBMATOJIOT MPU
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MOJIOKUTENIEH pe3ynTaT. [IporeHThT Ha HOBOJAMATHOCTUIIMPAHUTE Bb3 OCHOBA HA Ta3u CTpaTepHs
HapacTBa MPOMOPIMOHATHO HAa OpOsl BBIIPOCHUIIM C TIOJIOKHUTENIEH pe3yirat: npu eauH - 19.1%, nea
- 34.0%, u Tpu BBOpocHUKa - 46.8%. BbopocHuiuTe 3a CaMOOIIEHKA ca JICCHOU3MBIHUM U
JOCTBIICH 32 PyTUHHATA IPAKTHKA TECT.

CASPAR-kpuTepuu
Kpurepunre CASPAR (Classification for Psoriatic ARthritis, kmacudukanus Ha IICA) mensrt ga

nocouat 6omauTE ¢ [ICA cpen manueHTuTe ¢ Bh3NaauTeIHu cTaBHU 3a0omsiBanust (BC3) BrooOie.
3a ma ca npunoxumu CASPAR-kputepunte, nanueHTsT TpsAOBa Aa nMa BC3-Bb3naIuTEeTHO CTAaBHO
3abosnsBaHe, Ne(UHUPAHO KATO HAIWYUE HA OOJE3HEHM W OTOYHHM CTaBH W/WIM CIIOHIWIAT W/HITU

CHTC3UT, U IPOABJDKUTCIIHA CYTPCIIHA W/WIn CJICO NPOABJKUTCIIHA ITIOYMBKAa CKOBAHOCT.

CASPAR-kpuTepuu:
Ilcopua3suc - 2 Touku:
a. Hanmnuen ncopuasuc — HATMYHU B MOMEHTA Ha Mperiie/ia ICOPUATHYHU KOXKHHU JIE3UU TIO TSJIOTO

WM CKaJIla OIICHEHHW OT PEBMATOJIOT WJIM IE€PMATOJIOT.

0. AHaMHe3a 3a IICOpUa3uc — aHaMHECTUYHU JaHHU 3a Hanuuue Ha [Ic (M3TOYHMK - camMus MallueHT,
ceMeiHu JeKap, 1epMaroior, peBMaToJIor).

B. GaMuiiHa aHamMHe3a — aHAMHUCTUYHHU JaHHU 3a [lc nmpu Gnu3ku poAcTBeHUIM (IIbpBa WK BTOpa
CTETeH POAHUHU), TOKJIAJBAaHH OT MallMeHTa.

Ilcopuasuc na noxmume -1 ToYKa: HAIMYME B MOMEHTA Ha IICOpUATHYHA HOKBTHA IAUCTPOQHS,
BKJTIOYHUTEITHO OHMXO0JIN3a, TOUKOBHUIHH JICTIPECUN B XUIIEPKEPATO3a.

Ompuuyamenen peemamouden pakmop (P@®) — 1 Touka: upe3 BCEKH METOJ, ¢ M3KIIIOYCHHE Ha
JaTeKkc aridyTHHAUs (3a MpEearovYuTaHe 4Ype3 EH3MMHO-CBBP3aH HMMYHOCOPOSHTEH METON WIIN
HedemomeTpus).

Jaxmunum - 1 Touka:

a. Hannuue Ha mojyBaHe Ha elMH IIsUT IPBCT KbM MOMEHTA Ha IperJiea.

0. AHAMHECTUYHH JJAaHHM 32 JAKTWINT (JIOKyMEHTUPAH OT PEeBMATOJIOT).

Penmezenozpaghcku ookazamencmea - 1 Touka: o0OpasyBaHe Ha HOBa KOCT MAapTUHAIHO Ha CTaBHUTE
(c m3kIrOUeHUe Ha oOpa3yBaHe Ha OCTeO(UTH) BbPXY pPEHTreHorpadusi Ha pbile WK CThIIala.
CASPAR-kputepunte otkpusar 6omauTe ¢ [IcA ¢ 98.7% cnenmduanoct u 91.4% gyBcTBUTETHOCT
(mo-mo0py ca ¥ 1o ABara MoKa3aTelisl B CpAaBHEHHE C TPEIW HM3IOJ3BAaHUTE KPUTEpUH Ha Mo u
Paiit). CASPAR-kpurepunTe ca BaJMIUpaHd W 3a TanueHTH ¢ paHeH IIcA (BpemerpaeHe Ha
cumntomute < 24 mecena). Haii-undopmaTtusuu 3a pazsutuero Ha [IcA ca aktuBeH Ilc u HeratuseH
P®, nocnenBanu ot [Ic Ha HOKTUTE U HACTOSAI/ JOKYMEHTUPAH B MUHAJIOTO JAKTUIIUT.

JlaboparopHu moka3sareyu
Hama ymevpoenu IlcA-cneyughuunu 1a00paTOpHNA TUAarHOCTUYHU TECTOBE OIICHSBAIIM aKTUBHOCT,

HO Y€CTO C€ U3IMOJI3BAaT:

Oo0pa3uu uscjaeaBaHus

KonBeHnmnona/iHo peHTreHorpagcko u3cijiegBaHe

Pentrenorpadckara Haxoqka moxce 0a noonomozne pasrpanndaBanero Ha [ICA oT apyru onuro-
[momuapTpuTH (HO KbCHO 6 esorouusma na IlcA). ACUHMETPUUHUAT ONUTOAPTPUT U CUMETPUIHUAT
MOJIMAPTPUT OOMYAWHO MPOTHYAT C KapTHHATA HA JIEKO JI0 YMEPEHO arpecHBEH €pPO3UBEH apTpUT
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(kmuanYHM BapuaHTy Ha [IcA). PanHume KOCTHH €pO3HMHU Ca Pa3IOIOKEHN MAPTUHAIIHO HA CTaBHHS
XPYIIST — CJACJOBATEIHO B HAYAIHWTE CTAMU XMAIMHHUSA XPYIISI € ChXpaHeH (mogobHo Ha PA
JIMIICBA CTECHCHUE Ha CTaBHATa 1ienka). Hanpeonanume npoMeHU ca ¢ TO-TOJIsIMA CIEIM(DUIHOCT.
Hskoun xbcHU B eBoumoiusiTa Ha [IcA peHTrenorpad)cku HaXOAKH HACOYBAT KbM JHAarHO3aTa;

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

- Mytwmmpan; (MHBAJIMIW3HMPAI) apTPUT — 3HAYMMa KOCTHA JECTPYKIHUS, HAH-4eCTO TEXKKH
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neopManyu TUN ,,MOJUB B TPEANA3UTeN “, MOKE MHOXXECTBEHH, C OQOpMsSHE Ha T. Hap.
,»T€JIECKOIMMYHH NMPBCTU

- CTeCHsIBaHE Ha CTaBHOTO MPOCTPAaHCTBO B oOiactra Ha uHTepdananreannure crasu (MDC),
€BEHTYAJIHO C aHKUJI03a

,»pa3lIupsIBaHe ,,Ha CTABHOTO MPOCTPAHCTBO B oOnactTa Ha UDC B pe3ynrar Ha JeCTPYKIIHS,

- NepUoOCTUTH (,,MBXECTH", C pa3pexaBsBaHEe Ha IEPUOCTTA)

- JIBYCTpaHEH, AaCUMETpUYEH, BPETCHOBUIEH OTOK Ha MEKHUTE TbKaHHW, €IHOCTPaHEH WIH
aCUMETPUYEH CaKPOWJIUUT

- B oOJIacTTa HA TPHOHAYHUS CTHIIO:

v\ rojeMH, HEMAapruHAIHH, €IHOCTPaHHHM, AaCHMMETPUYHH CHHAECMOMUTH  (IOHSKOTa
oopMSIIM MEXAYNPEIUIEHH! KOCTHH MOCTOBE’) B IIHMEH, TPHJAEH WIM IMOSCEH OTIEN Ha
rpbOHAYHUS CTHJIO; YECTO ce HAOII0/1aBa HEMOCIEeIOBATETHO aHTXKHPaHEe Ha CETMEHTUTE MY,

v’ 1o-QUHM, BEPTHKAIHM M CHMETPUYHHM CHHAECCMOQHTH 32€IHO ChC CHMETPHYEH
CAKPOMJIMMT (BapUaHT PEHTTCHOJOIMYHO HEpa3IMuMM OT 3acsAraHeTo mnpu OojecTtra Ha
bextepes),

KommniorspHo-tomorpagceko usciaenpane Ha OdA (KT)

KT e 3HaunTenHo mo-4yBCBUTENIHA OT pyTHHHaTa peHTreHorpagus. [IpemoctaBs mo-meraitinHa
uHpopmarms ot Hesl, a € ¢ no-nocTeiHa 1eHa (or MPT). He npenoctas gaHHM 3a Hanuuue/aumnca
Ha KOCTHO-MO3BYEH €/IEM U € B 3HAUUTEIIHA CTEIIEH JIbYEHATOBAPBAIIO.

MaruuTtHo pe3oHancHa Tomorpapus (MPT)

MPT e uyBcTBUTENHA 32 OTKPUBAHETO CAKPOWJIMUT, €HTE3UT W/WiM epo3ud. [Ipu n3nonsBaHeTo Ha
KOHTpacT (raJojMHUN) YyBCTBUTEJIHOCTTAa M ce MoBHUIIAaBa. Moke Aa JOKaXe Bb3MaJCHHE Ha
MaJIKUTE CTaBH Ha PBLETE, C YYACTHE HA KOJIATEPATTHUTE CTAaBHU BPB3KHM U MEKUTE THKaHU OKOJIO
CTaBHaTa KarcyJa.

Yarpa3BykoBO U3CJIeABaHe HA CTABH

HaBnese pyTWHHO B KJIMHHYHATa MPAKTHKAa — JOCTBITHO € 3a M3MbJIHEHWE (OOy4YeHH KaJIpu u
ChbBpEMEHHA TEXHMKA), HE BUCOKa IIeHa, J00pa BB3MPOU3BOJMMOCT U OBbp3MHA HA pealu3upaHe.
Bucoko nnopmaTuBHA METO/IMKA 32 HAJTUYHE HA CHHOBUT, TCHOCUHOBHUT U €HTE3UT/MHCEPIIUOHUT,
MpeIoCcTaBs AeTaiiHa nHpopMaIus 3a KOCTHHSI KOHTYp (BKJI. MaJK{ €pO3WH) U € UyBCTBUTEIHA 3a
OIICHKA Ha aKTUBHOCTTA Ha 00JIeCTTa, HO HE 0OCKTUBH3MPA TPOMEHH TI0]T KOCTHHSI KOHTYpP (KOCTHO-
MO3BYHUAT efieM camo ¢ MPT).

4.4. CTpaTerusi Ha TepanuaTa
He-0nonornuna repanus
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MoHoTepanust € HWHXEKIHMOHHHM JIOKAJIHUM KOPTUKOCTEPOMAM IpU HEIpOrpecupaliu
MOHOApTPUTH.
CrannaptHa BMAP Tepanus npu nauueHTH C:
a. Ilepudepnu mommuapTputu
b. Omnuroaprpuru
c. IlepcucTtwpamy wWiId TPOTPECUBHA MOHOAPTPUTH CBBP3aHH C MepuepHU
CHOH/IWJIOAPTPUTH
N360p Ha cranmaptHa BMAPI tepanus
a. Hyxnu m npeamoynTaHus Ha MALMEHTH U Hojjiexauiy (axkTopu (IIaHUpaHe Ha
OpEeMEHHOCT, TPHEM Ha aJIKOXO0JI)
b. Ko-MOpOHIHOCT, KaTo YBEUTH, IICOPHA3MC WK BB3MAIUTEIHO 3a00JsIBaHE Ha
yepBaTa
C. XapakTepucTukKa Ha 3a00JIIBaHETO
d. Torenrmanuu HJIP
Axo crangaptHa BMAP#a Tepanus, B MakCUMallHO [MOHOCHMMA J103a 3a IOHE 3 Mecela, He
MpeIM3BUKBA aJIeKBaTHO OOJeKYaBaHe Ha CUMIITOMAaTHKaTa, TpsAOBa 1a ce oOMuUcCIN3aMsHa C
win 1o0aBsiHe Ha Apyr crannapren BMAP.
Jla ce oomuciu no6assne Ha HCIIBn xbM cranmaptHa BMAPI tepanus win OnonornyHa
BMAPn tepanus ¢ uen nosinusBane Ha cumnromarukara. HCIIBa ga ce u3nossBar B Haii-
HUCKa e(eKTHBHA /032 32 BB3MOXKHO Hal-KpaThK MEpUOJ OT BpeMe, KaTo TpsOBa aa ce
OIICHAT PUCKOBHTE (PAKTOPH M MAIMCHTUTE JIa C€ MOHUTOPUPAT U MPHU HYXKJA J1a ce J00aBU
rajTpo-nMpOTEKTUBHA TEPAIIUS.
Ako cumriromatukara He ce nosnusiBa anekBatHo oT HCIIBi, na ce oOMucnu npunaraneTo
Ha WHXXEKIITMOHHU KOPTUKOCTEPOUIH (JIOKATHO WJIM WHTPAMYCKYJIHO)WIH KPaTKO-BpEMEHHa
repopajHa KOPTUKOCTEPOWJIHA Tepamnus, KaTo JONbJIIHEHHE KbM cTaHigaptHa BMAPn
Tepanus unu ouonornyna BMAPHI tepanus, ¢ 11en ga ce moBiMse CUMITOMAaTHKATA.
AKO eKcTpa-apTHKyJIapHOTO 3a0oJisiBaHE€ € aJeKBaTHO KOHTPOJIMPAHO C IMpHJIaraHara
crannaptHa BMAPn tepanusi, Ho nepudepHUTEe CIOHIUIOAPTPUTH HEca, TO JAa c€ OOMHCIU
nobaBsiHETO HA IpyT cTanaapteH BMAP.

Bbuosoruuna BMAP repanus

1.

Etanercept, infliximab u adalimumab, certolizumab pegol ce mpenopbuBar 3a eueHne Ha
BB3PACTHH C aKTHBEH U MPOrPECUpAIll ICOPUATPUUCH aPTPUT MPH CICAHUTE KPUTCPHUH:

a. TlanmeHTHT € ¢ mepudepHu apTPUTH ¢ > 3 3aCerHATH CTaBH M > 3 OTOYHH CTaBH H

b. Hsma agekBaTeH OTrOBOp Ciiei Tepamus ¢ moHe 2 cranaaptHu BMAPH, npunoxeHu

KaTO MOHOTEPAIHsI WJIK B KOMOWHALHS.

buonornunata BMAPn Ttepanus c etanercept, infliximab u adalimumab, Tps0Ba na ce
3aIl0YHM C Hal-eBTUHUS JIEKAPCTBEH MPOIYKT B 3aBUCHMOCT OT HY)KJUTE Ha Marnera.
buonornunata BMAP tepanus ¢ etanercept, infliximab u adalimumab, certolizumab pegol
TpsiOBa J1a ce OlleHN Ha 12 ceaMuIIa OT HAYAJIOTO Ha TEpaIusTa U Ja Ce CIpe MPH MalueHTH,
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IIpU KOUTO HE ce HalJroaBa aJlekBaTeH OTTOBOP, OlleHeHU Ha Oa3aTta Ha PsAR kputepuure.

a. 3a axexkBaTeH OTrOBOpP CE€ CYMTA MON00psiBaHE Ha MOHE 2 (3aIBDKUTENHO €IUH OT
TAX TpsAOBa na e joint tenderness or swelling score) ot 4 PSAR kputepun u naunca Ha
BIIOIIABAHE TIPU BCUUKUTE 4 KPUTECPUSL.

b. IMaumentn, npu kouto Ha 12 cemmuima ce oruuta PASI-75 otroBop, Ho mo PsAR
KpUTEPHUUTE HE CE OTYUTA aJICKBATEH OTTOBOP, TO T€ TPsIOBA /1a ObIaT KOHCYITHPAHU
OT JEpMaToJiOr, 3a Jla CE€ PEIId JO0 KOJIKO € IMOAXOMASAII0 MPOIBIKABAHETO HA
TepanusTa, Ha 6a3ara Ha KO>KHUS OTTOBOP.

Golimumab e anrepHaruBa 3a JieUeHHE HA AKTHMBHU M TPOTPECHPAIIN ICOPUATPUYHU
apTPUTH TPU BB3PACTHH.

Ustekinumab e antepHaTtuBa 3a JiedeHHE Ha AKTUBHH WM HPOTPECHpAIIy TICOPHATPUIHU
apTPUTH NPH Bb3PACTHHU, CaAMO aKO:

a. Tepanusra ¢ TNF anda uaxuburopu e npoTHUBOINIOKa3aHa WM MAMEHTa € IPUMUHAI
nedyenue ¢ > 1 TNF anda naxudburtopwu.

b. Tepamnmsra ¢ ustekinumab TpsiOBa ma ce cupe ako Ha 24 ceamuiia He ce HaOIr0IaBa
aZiekBaTeH oTroBop cbriacHo PsAR kputepuute (mogoOpsiBaHe Ha IHOHE 2
(3aIBIDKUTETTHO €IUH OT TAX TpsAOBa 1a e joint tenderness or swelling score) ot 4
PsAR kputepuu u nunca Ha BJIOLIABaHE MPU BCUUKUTE 4 KpUTEpUs).

c. Ilaumentu, npu xouto Ha 12 cenmuua ce oruuta PASI-75 orrosop, Ho nmo PsAR
KPUTEPUUTE HE CE€ OTYUTA aZEKBAaTEH OTTOBOP, TO T€ TPsAOBaA J1a ObAAT KOHCYJITUPAHU
OT JIepMaTojior, 3a Jla C€ PEelM A0 KOJKO € MOIXOASIIO MNPOXBbJIKAaBaHETO Ha
TepamnusiTa, Ha 0a3aTa Ha KOKHUS OTTOBOD.

Secukinumab
6.1 Secukinumab camocrosiTenHo unu B komOuHanus ¢ merorpekcar (MTX), e mokasan 3a

JIeYeHUE HA aKTUBEH IMICOPUATUYCH apTPUT MPU BH3PACTHH MAIIUEHTH, MPU KOUTO
MpeliecTBallaTa Tepanus ¢ MOAUQUIpaIy 00ecTTa aHTUPEBMATOUTHU CPEACTBA
(DMARD) e 6una HegocTaTbuHA

a. [Tpu nanuentu ¢ IICA u chbTCTBAI YMEPEHO TEKBK J0 TEKBK IUIAKATEH MICOPHA3UC

WM KOUTO HE ca C€ MOBIUSJIM JOCTaThbUHO OT HpoBelneHara aHTu-TNFa Tepamus,

npenoppuuTenHara go3a € 300 mg,

b. IMIpu TNF — HauBHM MalMEHTH W MAIMEHTH C JIEK J0 YMEPEH ICOpPHAa3HC

npenoppunTenHaTa go03a € 150 mg

C. KiuHnuHUS OTTOBOP OOMKHOBEHO C€ MOCTHTA B paMKHUTE Ha 16 CeIMHUIIH JICUEHUE.

Ixekizumab

Ixekizumab, IgG4 MOHOKIIOHAIHO aHTHTSUIO, TIOKa3aH 3a JICYEHHE Ha YMEPEHO TEXBK 10
THXKbBK IUIAKaTeH MCOPUA3UC MPHU BBH3PACTHHU, KOUTO Ca MOIXOJSALIN 32 CUCTEMHA TEparus.
CamocroarenHo win B koMmOuHanusg ¢ MTX, e mokazaH 3a JieueHHE Ha AaKTHBEH
MICOPUATHYEH apTPUT MPH BH3PACTHU MAIMEHTH, KOUTO CE IMOBJIMSIBAT HEJOCTATHUYHO WIIU
UMaT HEMOHOCUMOCT KBbM €JHa WM ToBedYe Tepanmuu ¢ moauduuupamy Oosectra
anTHpeBMaToninu jekapctsa (DMARD).
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b. Edwukacuocrra u 6e3onacHoctta Ha IXEKIZUMAB ca noka3anu He3aBUCHMO OT Bb3pacTTa,
moJjia, pacara, MPOJBDKUTEIHOCTTa Ha 3a00JsBaHETO, W3XOJHOTO TEJEeCHO TerJjo,
3acsTaHeTo OT IMCOPHA3UC Ha M3XOJHO HHMBO, M3xonHaTa croiHOCT Ha CRP (C-peakTuBen
nporenH), u3xoaHus DAS28-CRP, chmbTcTBalIo NPUIIOKEHHE HAa KOPTUKOCTEPOWIU W
MPEIXOHO JICUCHHE C OMOJIOTUYHO JIeKapcTBEHO cpezacTBo. IXekizumab e eduxacen mpu
MAlUMEHTH, KOUTO HE ca JIEKyBaHU C OMOJIOIMYHO CPEACTBO, KOUTO MMAaT €KCIIO3WUIUS Ha
OMOJIOTUYHO CPEICTBO, M TAaKHBAa, KOUTO HMMAaT HEYCIeX NpU JIeYeHHEe C OMOJIOTHYHO
CPEJCTBO.

4.5, Jleuenue Ha IlcA - akcuaana CCAIIL, nepudepna CCAIL unu IlcA.

JleyeHue 10 MOCTHUraHe HA peMHCHSI/HACKA 00JIeCTHA AKTHBHOCT

Aaroputrbm 3a gedenue CCAII

Cnen nyonukyBane Ha ACR/EULAR, (AMepukaHCcKH KOJIeK 10 peBmaroiorus/ EBpomericka nura
cpelly peBMaTu3Ma) mpernopbkute 3a jieuenne Ha PA mpe3 2010 r., nedenuero Ha 6omaute ¢ PA 1o
MIOCTUTaHEe HA PEMHCHUS WM HUCKA 0OJIeCTHA aKTUBHOCT B CITy4aWTe, IIPH KOMTO HE MOXKE Aa Oble
[IOCTUTHATa peMHCcHUs (alMEeHTUTE ¢ ABJITOrOAMIIHA 00JIeCT), IOCTENEHHO Ce NPEBPHIA B PyTHUHHA
npaktuka. Crna3BaHeTo Ha NpENnopbKUTE 3a0aBsi MporpecHusTa Ha CTaBHATa yBpelda U CbXpaHsIBa
(GYHKIMOHATHYS KamallUTeT 3a MO-IBJIr0 Bpeme. 3a LeinTa ca pa3padOTeHH U BaIMIUpPaHU
CTaH/apPTU3UPAHU MHJCKCH 3a OlleHKa Ha O0ojecTHa akTMBHOCT M 3a peMucus Ha Oonecrra. Ot
OCHOBHO 3Ha4€HHUE NpU Te3U OOJHH € CHCTEMHHUSI KOHTPOJI/HaOII0IeHHE.

[Ton3zara ot mogoOeH cucreMen KOHTpoa Ha OonHuTe ¢ [ICA ce mpenmonaraiie, a € HEABYCMHUCIEHO
MOTBBpJCHA clien mpukimouBaHe Ha mpoyuyBanero TICOPA. IlpemoppuBa ce CTPUKTEH KOHTPOJ
BbPXY aKTHUBHOCTTa Ha Oozectra npu Bcuyku OosnHu ¢ [ICA M cBoeBpeMEHHa KOpPEKLHsS Ha
TepanusATa MpHu NepCUCTUPaHE Ha BUCOKa OOJecTHA aKTUBHOCT, OILE MOBEYE Y€ TO3U MOAXO He ce
CBBP3Ba ChC CTAaTUCTHYECKH 3HAUMMO HAapacTBaHEe Ha HEXenaHu lekapcTBaHu peakuun (HJIIP).
MesxayHapoHaTa eKCrepTHa rpyna JaeduHupa MpernopbKy 3a JeYeHne Ha akCchaliHa U nepudepHa
CCAII B ToBa uncino u 3a IIcA. AHanornuHo Ha NpenopbKUTE 3a jJeueHue Ha PA, T4 onpenenu 3a
el - JICYEHHETO 10 JIOCTMIaHe Ha pEeMHCUS WIM HHCKa OojecTHa aKTUBHOCT, U pa3paboTH
anroputbM 3a jeueHne CCAIL
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Adapt therapy Adapt therapy

according to —_— if state is lost
disease activity / \

R
Use

Use

measures measures

of clinical disease activity of clinical disease activity

and acute phase reactants and acute phase reactant,
as needed

as needed

Sustained
Remission

\,\\\ spA’ -.//l

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).

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

Jleyenne no mocTUraHe Ha pPEeMHCHUS WM HUCKAa OOJECTHA AaKTHUBHOCT M3HMCKBA KOJIHMYECTBEHU
Meronu (¢ mudpoB M3pa3) 3a OIEHKA Ha TEXeCcTTa — MOIXoasm| mHaekc ¢ MDA (MuHUMaimHa
oonectHa aktuBHOCT). [lamuent c IIcA e ¢ MDA, kxorato u3mbiiBa rMoHe 5 OT CISAHUTE 7 KPUTEPHS:

® bpoii 6one3nenu crapu < 1

® bpoii orounu crasu < 1

® unexcu PASI <1 umu BSA <3

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

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

® lunexc BSA (body surface area, mior oT TeixecHaTa MOBBPXHOCT, IOpPa3eHa OT MCOpPHA3UC) <
3%.

JleyeHue Ha KOKHUTE POMEHHU - Bb3MOKHOCTH
[Ipy manMeHTH ¢ BHCOKO-aKTMBEH KOXKEH IICOpUa3uc ce MpemnopbyBa ynorpedbara Ha MTX,

MPOM3BOJHM Ha PETHHOJIOBA KUCEJIHMHA, JIOKATHH CPEJICTBa, ncopaieH +/- ynrpaBuoneroBa (UV)
CBCTJINHA. HpI/IJ'IO)KeHI/IeTO UM JOKAa3aHO MOBJIMABA KOXXHUTE ITPOSABH.

Jleuenue Ha [IcA — BL3MOXKHOCTH

JleyeHue ¢ 1eKapcTBeHU NPOAYKTH
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Jleyenue Aptput [lIcA [Cronmumur  Plakrnmar  |Enresur

HCIIBn X X

BbTpectaBHo npuiioxenue Ha KC X

JToxanHo nedyeHue (BHHIITHO) X

Ddusnorepanus X

[1copanen UVA/UVB X

k-bBMAPJI (MeToTpekcaT, MUKIOCTIOPUH
A, sulphasalazin, leflunomide)

bunornunn BMAPJI (uaxubutopu H
TNF-a, 1L-12/23, IL-17A)

a|x X Ix X X

Jleuennero 3anouBa ¢ HCIIBn npu BcuukyM mnauueHTH (Ipu JMICa Ha IMPOTHUBONOKA3aHUSA).

JlokanmHOTO (IIpY €HTE3UTH) WM BBTPECTaBHOTO MpuiiokeHue Ha 'K (mpu equHMYHU Bb3NaAJIEHU

CTaBM), MOKE J1a ObJie 0cOO0EHO e(EeKTUBEH MOAXOA NpU HAKOM nauueHTu. llpu Bcuuku ocraHamu

00JHM, a UMEHHO TE3U C IEPCUCTHpAIll apTPUT, c€ IpenopbuBa npuioxeHuero Ha BMAPII 3a

NOBJIMSIBAHE MPEIMMHO Ha NMopakeHusaTa Ha nepudepuunrte craBu (Kk-BMAPJI nokasano He
MOBWJISIBAT MPOMEHU B rpbOHAaKa) M mo-manka crenedH (0-BMAPJI -noBnusBatr mpoMeHUTE B
rppOHaKa, nepudepHUTe CTaBU U KokaTta). B pelnku ciydau ce mpuiiara XpoHHOTEpanusi ¢ HUCKU

A031 KOPTUKOCTCPOUIU.

XHMpypru4Ho JjieyeHue

ApPTpOCKOIICKa CHHOBEKTOMHUSI — €(EeKTUBEH METOJl Ha JICYCHHE Ha TEXbK, arpecuBHO
IIPOTUYAL] XPOHUYEH MOHOAPTPHT.

Ennonpore3upane (mpu u3paseH GpyHKIMOHAICH AS(HUIMT) WM YACTHYHH PEKOHCTPYKTHBHHU
XUPYPrUYHU WHTEPBEHLMU CE€ TPENopbuBaT MPU HEBB3MOXKHOCT 33 KOHCEPBATHUBHO
BB3CTAHOBSIBAHE Ha (DYHKIMATAa Ha 3acerHarata craBa. Karo oOCOOEHO yCHIEHNIHM c€ CUMTar
KOpeKIuTe B o0nacrra Ha KosisHHA U Th craBu.

ApTpoze3u/apTporuiacTiKa ce MpuiaraT u Ha ApYyrd CTaBu (ITaleroBa cTaBa).

VYcioBHa MHAMKAIMS 3a XUPYprHYHA Hameca ca CHWJIHUTE OOJKM W/WIM HaJIU4MeTo Ha
JIECMOTE€HHM KOHTPAKTypd — IIOCTONEPAaTUBHO c€ OTOens3Ba 3HAYMTENHO NOA0OpeHue B
JIOKAJIHUS CTAaTyC, HO B CPAaBHUTEIHO KPaThK NIEPHOJ] MAaTOJIOTHUATA PELUANBHPA.

IIpu peunauBUpan €KCylaTUBHUM CHHOBUTH HA KUTKM C€ IIPENoOpbYBa KOMIIPECHBHA
MpeBpb3Ka.

PDu3uKaJIHA Tepanus
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Jleuenue Ha [IcA — npunnunu u npenopbku Ha EULAR

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

I[IcA e XeTeporeHHO U TMOTEHIHAIHO TEXKO MPOTHYAIIO 3a0oisBaHe, KOETO H3HCKBa
MYJITHIUCIMIITIMHAPEH MOJX0/] HA JIEYEHHUE.

Haii-no6pust noaxon 3a neyenue Ha IICA ce ocHOBaBa Ha ChbBMECTHO B3€MaHE Ha PEIICHHS OT
NaIMEeHTa U JIEKyBaIllKs IO peBMaToJIOr.

JleueHneTo Ha MYCKYJIHO-CKEJIETHUTE MPOSIBU € OCHOBHA IPUKAa HA PEBMATOJIOra; KOHTPOJIA BHPXY
KJIMHUYHO 3HAYMMOTO KOKHO 3aCATaHe Ce OCBLIECTBABA OT PEBMATOJIOI U A€PMATOJIOT.

I'maBHa 1en Ha TepamusiTa € MOJOOpPEHHE HAa KAayeCTBOTO HA JKUBOT CBBP3aHO CHC 3APABETO B
aweirocpoueH wian (HRQOL) ype3 KOHTpON BBPXY CHUMIITOMHTE, NPEIOTBpATsIBaHE HA CTaBHATa
JEeCTPYKLUs, HOpMAJU3UpaHe CTaBHATA (PYHKLHUS W COLMAJICH JKUBOT; MIOCTUTAHETO HA PEMUCHS €
Ba)KHA 1IEJ1.

[TanmenTuTe penoBHO TpsOBa na ObAaT HaOIIONAaBaHU M JICUEHHETO TPsOBa J1a ce KOpUTHpa IO
MOJIXOSII HAYMH.

O0o00menne Ha npenopvkume 3a Jedenne Ha IIcA na EULAR:

e HCIIBa morar ga ObAar U3MOIA3BaHU 33 00JEKYaBAHE HA MYCKYJIHO-CKEJIETHU CUMITOMHU -
€XEHEBHO, B OOMYATHUTE 103H, + TaCTPOIPOTEKTOP.

e [lIpu aktuBen IIcA (romsim Opoil OTOUHHM CTaBH, CTaBHA YBpeJa ChUYETaHA C BH3MAIUTEICH
npouec, yckopena CYE, Bucok CRP, w/unm KIMHUYHO 3HAYUMU U3BBHCTABHU NPOSIBH) CE€
npernopbuBa jeueHue cbc K-bBMAPJI — MTX, sulfasalazine, leflunomide. Ilpu aktusen IIcA
U xiMHU4HO 3HayuM Ilc ce mnpegnmountar BMAPJI, kouTo mNOBIMSIBAT M KOMXKHOTO
3a0omaBane, kato MTX.

e BbTpecTaBHOTO NPWIOKEHHUE HaA JICNO-KOPTUKOCTEPOUJHU JIEKAPCTBEHU CpPEACTBAa €
JON'bJIHUTENHA Tepanus. [ JIIOKOKOPTUKOUIU MOXKE Jia ¢€ MpHujaraT CUCTEMHO C MOBUIIIEHO
BHHUMaHUE B Hali-HUCKaTa eEeKTUBHA /103a.

e Ilpu aktuBeH IIcCA u HemocTaThb4eH OTIOBOP KbM Hal-MalKO €IHO CHHTEeTMYHO BMAPJI
(marp. MTX) ce BxirouBa TNF-a- naxuburop wim I1L-17.

e [lpu akTHBEH €HTE3UT W/WIM JAKTWIUT U HemoctarbueH orroBop kKbM HCIIBn w/umum 'K
(BbTpecTaBHO) ce BKItouBa | NF-o- nuxuburop nmm IL-17.

e [Ilpu IIcA ¢ mpeagumHOo akcuaiaHoO (TpbOHA4YHO) 3acsAraHe U HEAOCTATbUEH OTIOBOP KbM
HCIIBx ce BxmtouBa TNF-o- naxuburop unu IL-17.

e [lpu aktuBeH IIcCA u HemocTaThbueH OTIOBOP KbM Hal-MalKO €1HO CHHTEeTMYHO BMAPJI
(mamp. MTX) ce BrimrouBat uaxubutopu Ha TNF- o, IL-17A, 1L12/23 unun JAK-unxudutop

e [lpu manMeHTH C aKTUBEH €HTE3UT/JAaKTWINT U He3aaoBouTeseH orropop kbM HCIIBC unun
nokanau KC, moxe na ce 3anoune tepanusi ¢ 0bMAPJI u JAK-unxuburtop IlpoyuBanus c
autu IL-17, 12/23 couar, uye Te3u mnpenapaTd umar cxogHa Ha TNF-unxuburopute
e(EeKTUBHOCT BBPXY €HTE3UTA M JAKTWJINTA. PaHAOMH3WpaHU KJIMHUYHU W3MUTBAHUS COYAT
edeKTUBHOCT Ha tofacitinib mpu eHTE3UT U JAKTUIIUT.

e [lpu manueHTH ¢ nepudepeH apTpUT U HeasleKBaTeH OTroBop KbM MoHe enuH KCbBMAPIJI,
MpyU KOUTO HE € monxonsma ymorpedbara Ha aHTtu-TNF, Morar na ce wmar mpenBun
6BbMAPJI, nacouenu kbM 1L12/23 nnum IL-17 curnanuzupanero wim JAK-uaxudutop

e [lpu mamueHTH C TPEAMMHO aKCHaidHa OOJECT, KOSTO € aKTHBHA M HE CE€ TOBJIHSIBA
noctarbuno oT HCIIBC, moxe na ce 3anmoune tepanust ¢ 0bMAPJI wimm JAK -unxuburtop.

e [IIpu mnammenture c IIcA, HCIIBC w™morar ma ce wu3mon3Bar 3a OOJNEKYEHHE Ha
MYCKYJIOCKEIETHUTE OTJIAKBAHUSI.
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o [lpu nammentu ¢ nepudepeH apTpuUT, 0cOOEHO MPU MHOTO OTOYHU CTaBH, CTPYKTYPHO
yBpexXJ1aHe, HaMuue Ha Bbh3naienue, BUCOku CYE u C-peakTuBeH NMpOTEWH, MOraT jJa ce
umat npeasu KCbMAPJI, karo MTX e 3a npeanodynTaHue nNpu T€3U CbC 3HAUUMO KOMXKHO
aHTaKHUpaHe.

e Jlokanuure KC umxekuuu TpsiOBa Ja ce MMaT MPEABHJ KaTO CIioMarareiHa Tepanus Hpu
[IcA. Cucremnute KC morar aa ce U3moJi3BaT C MOBHUIIEHO BHHUMAaHUE M B MUHUMAalHa
edeKTUBHA J03a.

e [lpu manuentu ¢ nepcuctupaina 6oiecTHa akTUBHOCT Ha (poHA Ha JIeYeHHE ¢ MHXUOUTOpU
Ha TNF- a, IL-17A, IL12/23 wiu JAK-uaxuburop, na ce oOMUCIN MPEMHUHABAHETO KBbM
apyr uaxuoutop Ha TNF-0 wnm apyr kiac MeJMKaMEHT, ako TakbB HE € OWJI mpuiara
Ipeau ToBa

e [Ipu IIcA ¢ MHOTO BUCOKA aKTUBHOCT (C TOJISIM OpOil OTOYHM CTaBH, 3HAYMMA CTaBHA yBpeAa
C KIMHUYHU U JaboparopHu Oene3d Ha BbB3MNAICHWE W/WIM KIMHUYHO 3HAYUMU
W3BBHCTABHUTE MPOsiBU, BKJI. [Ic oOXBamair royisiMm MpOIEHT OT KOXKHATa MOBBPXHOCT) ce
BKJIIOUBAa OuWosoTHYeH JekapcTBeH mpoaykT wiu JAK-unxubutop, wiu IL-17 gopu mpu
MalUEeHTH HE TTPOBEX AN O MOMEHTa JieueHune cbc k-bMAPJIL.

e [lpu manmenTn ¢ nepudepeH apTPUT U HeaaeKBaTeH OTrOBOp KbM IOHE enuH KCBMAPJI
npenapar TpsaoBa na ce 3anouHe tepanus ¢ ObMAPJI nmun JAK-unxubutop. Aatu-TNFa,
IL-12/23 u IL-17A ca edexktuBHu mpu mnepedepen aptput. Haii-mbarocpoyneH onut u
n00pe YCTaHOBEHO CHOTHOIIEHHWE Mmoi3a/puck uma ¢ anTtu-TNFao rpynara. Beuuku antu-
TNFa ca edexruBau npu [IcA. Tepanusara ¢ tofacitinib e mokazan go6pa ehekTuBHOCT
BbpXY Bcuuku nposisu Ha [IcA. IlpenopbuBa ce npoabikaBaHe Ha ChIIBTCTBAIATA TEPAMUS
¢ kcbMAPJL

o HpI/I OMNpCAC/IIHC Ha TCpallCBTHYHATA CXEMa 1104 BHHUMAHHEC CC B3UMAT U CBII'BTCTBAILIUTC
3a00ssBaHMsI U (PAKTOPHUTE CBBbpP3aHU C 0€30MMaCHOCTTA.

HCIIBa
H"praTa JJUHUA Ha JICHCHHC Ha MHNAalUCHTHU C IIcA BKIIIOUBA CENEKTUBHU OUKJIOOKCUI'CHA3a 2
nnxuouropu u HecenektuBHU HCIIBIL.

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

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

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

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

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

Chloroquine (MKB M07.1)
HpI/IJ]O)KCHI/ICTO na HCIIBa o0Onex4yaBa CHMIITOMHUTE (OBJ'IaI[HBa JICKOCTCIICHHOTO BB3IMAJICHUC U
HaMmaisiBa OoJjiKaTa M CKOBAaHOCTTa), HO T€ HE MPOMEHIT Xojga W mporpecusra (KJIMHUYHA U
pentrenorpadcka) Ha [IcA.
JlanauTe 3a TAXHATA €(PUKACTHOCT OT KIMHWYHHU M3NMUTBaHWs mpu OonHU ¢ TICA ca orpannyeHu
(B’LHpeKI/I IMPOTHUBOBB3NAJIUTCIIHATA UM C(bCKTI/IBHOCT). Te wue noenussam «odcHume Jne3uu.
HOHLJ’IHHTGJ’IHO MAaIUCHTUTE, JICKYBAHU C HECTCPOMAHH TMPOTHBOBB3NAIWTCIHU CPEACTBA, Ca
H3JI0KCHU Ha IMOBUIICH PUCK OT CHbPACUYHO-CBAOBH W CTOMAIIHO-YPCBHU H.HP, rnopaaxm KoO€TO
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OLICHKAaTa Ha TOJI3a/PHCK € 3abJDKUTEIHA TIPU ONpEJeliTHe Ha TepaleBTUYHATA CXeMa, KaKTO U
ynorpebdara Ha raCTpOIPOTEKTOPH.

I J110KOKOPTHKOMAMN

[Ipu nedeHne Ha MOHO- M OJHUTOAPTUKYIapHA (OpMa, CHTE3UT WM JAKTHIIUT, KaTO JOIbIBaIla
Tepanusi ce mpenopbuBa BbTpecTaBHO NpuioxkeHue Ha KC. CucremHoto npunoxenue Ha 'K ce
n30sarBa. Makap W psIKO Ce Hajara TakoBa JICYCHHWE — B TE3U CIy4aW C€ MPEANOYUTAT HUCKH
eXKeTHeBHU 103U (1m0 15 MQ mpemHu3o00H-eKBUBAJICHT, Wiu 2-3 TabneTku mHeBHO). Hapen c
M3BECTHUTE HEXKETaHW JICKAPCTBCHHW pEaklMu OT MpoabnkuTenHaTa ymorpeba Ha KC, mpu
nanueHtute ¢ [IcCA Moxe na ce HaOI01aBa 000CTPSIHE HA KOYKHOTO 3a00JIsIBaHE TIPH OIHT J1a ObAaT
HaMaJIeH! WJIM U3KJIFOYEHH Ha MO-KbCEH eTall OT TepaneBTUYHATa CXeMa.

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

BMAPIJI (6omecT-MoauUIpaIid aHTHPEBMATHYHH JIEKAPCTBA)
e Konsennuonanau BMAPJI (k-BMAPJI)
e buonornunu BMAPJI (6-6BMAPJI)

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

Haii-yecTo npunaranust uMmyHoMozayaatop 3a jeuenue Ha [IcA kbM MomenTa € MTX. CpaBHEH cbe
sulphosalazine u leflunomide, MTX ce npuema mo-abiro (mMo-go00bp KOMILIAWBHC) OT OOJHHTE.
MTX ce npenopbuBa 3a nauuveHTu ¢ aktuBeH [IcA. Bbpnpeku ToBa Joka3zarencTBara 3a HEroBaTa
epeKkTUBHOCT ca orpannyeHu. [1o nanuu ot kuMHUYHU npoyuBanust MTX He monudunupa xona Ha
0ojecTTa, a caMO TPAaHUYHO TOBIIMSBA CTABUTE M KOKHU CUMIITOMH (BB3MOXKHO € /1a € CJIEJICTBUE Ha
HeZocTaThbuHaTa arpeCUBHOCT MU NoBHINaBaHe Ha fo3ata HAa MTX B Tax). Komnnexkcna oyenka na
epexmusenocmma na MTX 3a neuenue na 6onnume c IlcA ne moowce oa 6woe daodena, no MTX
ocmaea Hau-yecmo npunacanomo cunmemuyno BMAPIL 3a neuenue na axmueen IlcA, n ce
MpernopbyBa KaTo BTOPO 3aABDKUTETHO JIEKApCTBO MpU BKJIOYBaHe Ha Ouonoruyno BMAPII B
TeparneBTHYHAaTa CXeMa.

MTX e ananor Ha (onueBara KHUCEIMHA U TMOTHCKA MPEAUMHO OBP30JENAIIUTE Ce KIETKH (B
KOCTHHSI MO3bK, ENUTEITHUTE KJICTKU U Jp.), ¥ MOIyJIUpa UMYHHUSI OTTOBOD.

B 3aBucumoct ot dopmata u aktTuBHOCTTa Ha IICA, chmbTCTBamIUTE 3a00sBaHUS U CHCTOSHUS U
nunicara/Hanuuueto Ha HJIP, MTX ce npunara B ceamuyna 103a ot 12.5 10 25 mg.

CeopTcTBamo JedeHue ¢ (QonmweBa KucenwHa 3HauuTenHo HamansBa HIJIP u  momoOpsiBa
KomIuiabHca KbM Tepanuara ¢ MTX. IlpenoppuBa ce ycnopenHO MPHIOKEHHE Ha MOHE 5 Mg
¢donmeBa KucenMHa CEAMUYHO, HO OTHOBO JIO3UPAHETO € CTPOTO MHIUBHIYaTHO.

Ha Obarapckus mazap He ce mpeuiaraT NpeABApUTETHO AO3MpPaHU (GOPMHU 3a MapEeHTEPaTHO
npunoxkenue (Metoject), mopagu KOETO J03UpPAHETO Ha MapeHTepatHuTe GOpMU B aMOYIaTOpHU
YCIIOBUSL Ch3JlaBa 3HAYUTENHU TPYJHOCTH HaA TMalUMEHTHTEe.  Bbopekn ToBa mNapeHaIHOTO
MPUJIOKEHUE C€ MPEANOYNTa, MOPAAHN MO-HUCKHUS IPOLIEHT FOPHO-AUCTIENTUYHU OIUIAKBAHMSL.
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1.1.Taprer cnenuguynu 00;1eCTONPOMEHSIIIM AHTHPEBMATHYHH J1€KAPCTBEHH MPOAYKTH
Nuxuduropn na JAK
ToBa ca Malku MOJEKYIH, KOUTO HHXHOUpAT BBTPEKIETHUYHOTO IIpelaBaHe Ha
IIPOBB3NAIUTENHHUS CUTHAJ IIPEHECEH OT €Ha 0 JApyra KJIETKa ¢ IIOMOIITA Ha Pa3JInYHU
IUTOKUHU. CBBP3BAHETO HA IUTOKUHUTE C TEXHUTE pPEUENTOpM Ha KIEThYHATa
MOBBPXHOCT BOJM J10 MOJMMEpPHU3alUs Ha PELENTOPUTE M aKTUBUPAHE HA CBBP3AHUTE C
ix JAK (JAKI1, JAK2, JAK3, TYK2). AxrtuBupanutre JAK docdopmmmpar
peLenTopure, KbM KOUTO ciies ToBa ce npukauBat STAT (mpeobpa3yBarenu Ha cursaia
U aKTHBAaTOpW Ha TpaHckpunuusata). Aktusupanure JAK ¢ocopunupar STAT, kouto
IUMEpU3UpaT M Cce MNPUABMXKBAT [0 SAOPOTO, KbBIETO AaKTHUBHpPAT HOBa TI'€HHA
tpanckpunuus. [Ipu unxubupane Ha JAK ce Onokupa mpenaBaHeTo Ha CUTHAla OT
peuentopa 10 SAPOTO  IOCPEICTBOM IOTHUCKaHE Ha  IMOCTTPAHCIALUOHHOTO
dbochopmnmpane Ha TUPO3ZHMHOBU W/uiu cepuHOBU ocTarbiin Ha STAT. B pesynrar Ha
TOBa ce noctura Obp30 MpernporpaMupaHe Ha FeHHaTa eKCIpecHs MpoTHYalia 10 TO3U
MOMEHT B KJIETKaTa
JlekapctBenu mpoayktu:  Tofacitinib (Xeljanz) - Tabmetkun ot 5 mr. Muxubupa
npeaumao JAK1 u JAK3. Onobpen e 3a neuenne Ha [IcA or FDA u EMA B nosza 2x5
MI/1H. B KoMOuHanus ¢ MTX uiu kaTo MOHOTEparusi.
2. buojornunu GMAPJI
OuakBa ce OMOJTMYHHUTE CpEeACTBA Ja MOBIMAT WIM CHOpaT KIMHWYHATa M pEHTreHorpagckara
eBoonus Ha OosectTa. Benuku GuonmornyHu cpenctsa ce npuiarar ycrnopentno ¢ MTX, u camo nipu
OIIPEIETICHU YCIIOBUS CaMOCTOSITEITHO.
Haii-ronsim e Oposit Ha 6uonoruunute cpeactsa cpeury TNF-o, nociensanu ot taprerupamure |L-
12/23, IL-17A, IL-6 u CD20. Ot Tax ¢ moka3aH edekr mpu mnamumenture ¢ IICA u Ilc ca
MPEJICTaBUTEIM caMO Ha mbpBuTe Tpu Kiaca (aHtu-TNF-a, antu- IL-12/23 u antu- IL-17A).
HeszaBucumo ot obeniaBaimuTe pe3yaTaTu Te3H JIEKapCTBEHH NMPOJYKTH He MOBJIUABAT MPUUMHATA 32
Oornectra (HEW3BECTHA €THUOJOTHA). TOBa T'M OMpEAess KaTo MaTOTCHETHYHU JIEYeOHW CpE/ICTBa.
BMAPJI (kKOHBEHIIMOHATHA ¥ OMOJIOTMYHH) IEJIAT MOBIHSIBaHE HAa ACCTPYKTHBHHS HPOIEC U ca
HACOYCHH KBM pa3JMYHM KOMIIOHCHTH HAa WMYHHHsS OTFOBOp (JIEKapCTBEHHTE MPOIYKTH,
MOBJIMSIBALIM 3BCHA B MATOTCHETHYHUTE KACKaJu Ha Oojectra). [IpeKbCBaHETO HA JICYEHHETO, C
KOHTO U Ja € OT TAX, € CBBP3aHO ¢ 000CTpsiHE HAa OOJIECTTA B Pa3IMu€H CPOK.
Benpeku pasnnyHuTE TEpamneBTUYHM CXEMH, IpPU 3HAUYMTENEH NpoueHT oT OomHute ¢ IIcA,
aKTUBHOCTTA Ha OosecTTa nepcuctupa wim ce usasssat HJIP.
KbM MomeHTa TepaneBTHuHaTa nupamuga BkitouBa HCIIBa, I'K (mpu moka3zaHu manueHTH —
BBTPECTAaBHO WK JIOKaaHO), cBMAPJI u npu HemoBnMsiBaHE OT MOCJIEIHUTE WM IPU BHUCOKO
aKkTHMBHa OO0JecT eIHOBPEMEHHO ¢ TAX ce BKIouBa OuosnorndyHo BMAPJI. Ot nocnennute
peructpupanu 3a jiedenue Ha [IcA ca mpeacraButenu Ha aBere rpynu — aHtu- I NF-o n antu-IL-
12/23.
Baxna ponst B marorenesara Ha IICA wurpast T-xemmep 17 (Thl7) kmetkute. Te perymampar
NpUIOOUTHS UMYHHUTET Cpelly MUKpPOOM U ca (akTOpH B Pa3BUTUETO Ha PA3IUYHU aBTOMMYHHH
3a0onaBaHus. B kpallHUTE eTamu Ha CJIOXHa KackaJa ce CHUHTe3MpaT penula MpouH(IaMaTOpHU
IUTOKUHYU U aHruoreHHu ¢akropu - TNF-a, IFN-y, IFN-a, IL- 6, IL-1B, IL - 12 u IL — 23, xamo
nocieonume 0sa nuprkupar audepennupaneto Ha Thl u Th17 xnerku. Th17 kineTku mpou3BexIaT
IL-17A, IL-17F, IL-21 u IL-22. Te3u UHTEpIAEBKUHHU UTPAAT poOJsl B MaToreHe3aTa U Ha KOXKHUTE
nposiBu 1 Ha [IcA.
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KbM MOMeHTa ce pa3paboTBaT MHOXKECTBO TEpAIH, HACOYEHU KbM KIETKH U IUTOKUHH B Th17-
meauupanus oet (IL-12/23, IL-17).
[To-mo6po pa3dupane Ha umyHOnaToreHe3ata [IcA, BxmrountenHo ponsita Ha TNF-o u [L-12 u IL

23, noBeze 10 pa3BUTHE Ha IIEJICBH OMOJIOTUYHU Tepanuu (Tadymma 2).

Taoaunma 2. BMAPJI u ocHOBHUTE IATOrCHETHYHN MEXaHU3MU, KOUTO IIOBJIMSBAT

MTX anT TNF-0 [CTLA-4 |anTu-1L23/IL17 |Anti-CD20
ATIK | makpogaru || CD163 | T-xn. u)| DCs 1 aronTo3a Ha [IMH knetku
T/B xnetku IT k. | CD3 AKTUBUPA- || Th1/Th1l7 | cporHOmenue T-ki1./CD20)
| CD4 (Th1) [HCTO Ha | Mmemopu MMO3UTHBHU KJICTKHU
| CD8 HansHu T+ | mupkymupamu  B-kieTku;
|TH17 KJICTKH BbB BTOPHUYHHUTE JIMM(OUIHH
opranu?
[{uToxuny/ 1 IL-8 | MMP-13 || 1L-12/23|| DCs 1 armonto3a Ha [IMH knetkn
Anxesuonnn || E selectin || MMP-3  [p40, Ho Hel| Th1/Th17 | cwvorHomenue T-kin./CD20
Monekyiu | ICAM-1 | ICAM-I i | Mmemopu [TO3UTHUBHU KJIETKU
| MMP-3 LIL-12/23 b IL- | mupkymmpanm  B-kieTku;
L IL-17 12p35 BHB BTOPHUYHUTE JTUMQPOUIHH
) IL- opranu?
1/8/10
| TNFa
| MCP-1
| IFN-y
T 1L-5

[Tpunoxennero Ha BMAPIJI oBnangsiBa cMMNTOMUTE W HaMalsiBa IBITOCPOYHATA 3a00JEBAEMOCT.
Bonpekn apcenama ot pazHooOpa3HU JEKApCTBEHU MPOAYKTH U PapabOTBAHETO Ha MPENOPBHKU 3a

JICYCHHUC Ha HCA, SHAYUTCJICH POLCHT OT OOJIHHTE HE CE TOBIIHSBAT. HpI/I MMPUJIOKCHUECTO Ha TNF-

uHXUOUTOpH (Haii-uecto mpmiaraHoto OuosnornyHo sedenue npu [IcA) - 30% mo 40% ot
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MAaUCHTUTE Ca IIbPBUYHU HOH-PECIIOHABPHU.

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

Peructpupanure 3a nedenne Ha [IcA TNF-o-uaxubutopu mo 2011 rommna, ca mpeaBUICHH B
npenopskute Ha EULAR 2012 u Brurouar adalimumab, etanercept, golimumab, certolizumab
u infliximab, u ca mokasanu edukacuoct mpu IIcA, MOBIMABAKH KAaKTO KOKHUTE IIPOMEHH TaKa M
3acernatute craBu. | NF-o-unxuOuTOpH 3a0aBAT/IIPENOTBPATABAT PEHTTCHOTPAPCKUTE MPOMEHH.
[Ipe3 2013 r. ¢ uHaUKAaNKS JIeueHWEe Ha BUCOKOAKTHBEH [ICA e peructpupas u nepToan3ymao.
EdukacHoctra Ha adalimumab, etanercept, golimumab, certolizumab u infliximab ¢
JIEMOHCTpHUpaHa B pEAMIIA TPOYUBAHHUS.
TNF-o ¢ kn1rouoeé uumokun B niarorcaesara Ha IIcA:

v’ MHIYIMpa CHHTE3 HA MPOBB3MAINTEIHH INTOKHHH;

v/ CTUMyIHpa eKCIpecHs Ha aJXe3MOHHH MOJEKYIH BbPXY IIOBBPXHOCTTA HA CHOTEIHH U
JIPYTH KIIETKH;

v IOBHIIIaBa CUHTE3a HA MATPHUKCHU METAJIONPOTCUHA3HU,
v IOTHCKAa CUHTEC3a Ha MPOTCOIJIMKAHU B CTABHUS XPYIIAIL;
v CTUMYJIMpPa OCTCOKJIACTHATA aKTUBHOCT.

Nuxubupanero O6uonornunara edekruBHOCT Ha TNF-o moTHcka B pa3nnyHa CTENEeH BCEKH €IUH OT

n30poeHHTE MO-TOpe ePeKTH.

Jleuenue Ha IIcA ¢ TNF-unxuéuropu

Ha ¢apmaneprrunus nasap B bearapus ce npeaiarar (ca ce mpeajiaraim):

TNF-o uaxubutopu ¢ peumoypcarus 75% (MKb M07.1, M07.2, M07.3):
e Adalimumab

Etanercept

Golimumab

Infliximab

Certolizumab

Ustekinumab

Secukinumab

Adalimumab e u3LsI0 YoBEIKO PEKOMOMHAHTHO MOHOKJIOHATHO aHTHUTsU0. He ce pasnuuasa mo
cTpykrypa u ¢ynkuus ot yoemkus IgGl. Cewp3Ba ce crnemuduuno ¢ TNF- anda u Gmokupa
HeroBara OwojormuHa (YHKIHSA, KaTro BB3MPEISICTBA CBBP3BAHETO MY pELENTOPHUTE IO
MOBBPXHOCTTA HA KIICTKHTE.
JlekapcTBeHa hopMa: HHKEKIIMOHEH Pa3TBOP B MPEIBAPUTEIHO HAITBITHEHA CIIPUHIIOBKA,
ceabpikama 40 mg adalimumab.
Jlo3upoBKa 1 HaYMH Ha npuiiokeHue: 40 Mg c. K. BCsIKa BTOpa CeIMUIIA.
Knuanyna edukacHOCT: mOKa3aH € 3a JIeYeHHE Ha aKTMBHA M HampeaHaita ¢opma Ha [IcA mpu
BB3PACTHHU, KOraTO OTTOBOPBHT KBbM TPEAX0aHATa, MOAU(UIIpaIia 3a00IsIBAHETO aHTHPEBMATHIHA
Tepanus, ¢ Oui HepocTarbueH. Jlokaszano e, ue adalimumab:

e HaMaJsBa MpOrpecusita Ha MepU(PEpHOTO CTAaBHO yBpeXkAaHe (BKI. pEHTreHorpadCcku) mpu

MaIMeHTH ¢ moauapTuKyiaapeH [IcA (chC CHMETPUYHO aHTOKUpPAHE HA CTABHUTE), U
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e 1oa00psBa PYHKIIMOHAIHUS KAIMAIUTET;

e JIMHUYEH OTIOBOpP C€ MOCTUra obuuanHo 1o 12-ta cenmuua. Ilpu Bcuuku nauueHTtu, npu
KOUTO HE Ce HaOJIo/JaBa CUTHU(PUKAHTHO MOJOOpEHUE B paMKHUTE Ha ITBPBUTE 3 Mecella,
MPOIBIDKABAHETO HA JIYCHUETO C afauMymad TpsiOBa BHUMATETHO Ja ObJe MPEIEeHEHO.

Ananumyma0 TpsiOBa J1a ce U3I0JI3Ba 10 BpeMe Ha OPEMEHHOCT, CaMO aKo € U3PUYHO HEOOXOAUMO.
He ce ouakBar edexTn BbpXy KbpMEHHTE HOBOpOzeHHU / KbpMmauera. CiemoBarenno Adalimumab
MOJKE JIa C€ U3IT0JI3Ba M0 BpeMe Ha KbpPMEHE.

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

Infliximab npexncrasnssa xumepHo MonokioHaIHO MONoclonal anTuTsI0, ChABPIKAIIO YOBEIIKH U
MUIIH KOMITOHEHTH. CBB3Ba C€ KaKTO C pa3TBOpPHMATa Taka U ¢ TpaHcMeMOpanHaTta (opma Ha TNF-
(L, KOETO BOJIM JI0 TOTUCKAHE HA OMOJIOTUYHUTE MYy e(heKTH.

JlekapctBena dopma: [Ipoussexaa ce moja popmaTa Ha aMITyJId 3a BEHO3HA HHDY3HS,

ceabpxkamm 100 mg uHpIHKCHMAO.

Jlo3MpoBKa ¥ HA4YMH Ha mpuiokeHue. 5 mg/kg kaTo HMHTpaBeHO3HA HH(DY3HUS, CIEa KOETO —
JIONBIIHUTETHH MHQY3uu B no3a 5 mg/kg Ha 2-ta W 6-Ta ceammuia cien mbpBara HHQY3HS,
MOCJICIBaHU OT MH(Y3UH Ha BCCKHU 8 CEMHUIIH.

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

Etanercept e pastBopum pereprop 3a TNF (1uMep oT H3BBHKJIETHYHATA YacT Ha J[BAa PEILEITOPA).
B nwmpkynanusara komneretuBHo ce cBbp3Ba ¢ TNF-o u TNF-f u Bb3mpensTcTBa cBbp3BaHETO UM
KbM PpELENTOpUTe Ha KJIEeThbYHATa MOBBPXHOCT, M KATO CJIEJICTBHE OJIOKMpAa MHULUUPAHETO Ha
BB3IAJIMTENIHA KACKaa.

JlekapcTBeHa Qopma: mpax BbB ()IaKOHH, ChIbpkaumM 25 n 50 Mg eTaHeplUenT B KOMIUIEKT ChC
CIIPUHIIOBKH, C IIPEIBAPUTEIHO HAIIBIIHEH PA3TBOPUTEI — BOJAA. JIeKapcTBEHATa OIMAKOBKA ChAbpXKa
4 ¢pnaxoHa eraHepuenT U 4 COPUHIIOBKH C Pa3TBOPUTEIL.

Jlo3MpoBKa ¥ HAYMH Ha NPWIOKEHHE: MPU Bb3PACTHU €TaHEepLENT ce Mpuiara B Jo3a 25 Mg nBa
II'BTH CEAMMYHO. B OTHENHM cilydyan € BB3MOXKHO J1a c€ NPUJIOKM U B 1o3a 50 MQ eauH mbT
CEJIMUYHO.

Knunnyna edukacHoct: Eranepuent npu mnauumeHtd ¢ IIcA momoOpsiBa KOHTpOda BBPXY
OosecTtHara akTUBHOCT. ETanepuent 3a0aBs craBHara yBpeaa. [Ipu neuenue ¢ eranepuent O0iIHUTE
OTYMTAT PEAYKIHUsS Ha 0OJKaTa, OTOKA HAa CTaBUTE M CyTpEIIHaTa CKOBAHOCT, KAKTO M 3HAYUTEITHO
1o100peHre B CHMITOMUTE Ha KOXKHOTO 3a0oiisiBane orie Ha 47 ceqmuia, a npu 50% ot GoaHuTe
e nocturHar uxaaekc PASI75 Ha Tpetu mecen OT JIEYEHUETO.

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

Golimumab npencrasisiBa 4OBEIIKO MOHOKIOHAIHO PEKOMOMHAHTHO aHTUTsUIO OT kiac IgGlx.
OO0pa3yBa cTabusieH KOMIUIEKC C pa3TBOpUMaTa U TpancMeMOpaHHaTa ¢popma Ha yosewkus TNF-a,
KOETO MPE0TBPATsABa CBHP3BAHETO UM KbM PEIIECTITOPUTE Ha KIIEThUHATa MOBBPXHOCT. [ omMymad
€ C BUCOK apUHHUTET W HEeyTpaJu3upall KanmauureT 3a yoBemku TNF-o, koHpopmanmoHHa
CTaOMITHOCT ¥ BHCOKA Pa3TBOPUMOCT, KOETO TI03BOJISIBA JIa CE MPHJIara BEAHBXK Ha 4 CEIMUIIH.
JlekapcTBeHa (hopMa: MH)KEKIIMOHEH Pa3TBOP B MPEABAPUTEIHO HAbJIHEHa mucaika SmartJect or
0,5 ml ceappika 50 mg ronumymab u momoriHo Beriectso - 20,5 mg copouron (E420).

Jlo3MpoOBKa M HAYMH Ha NpuiiokeHue: 3a neuenue Ha [IcA ronumymad 50 mg ce mpuiara
MOJKOKHO BEJIHBK MECEUHO, Ha eHa W china nara. [lamumenTu ¢ Tenecno teryo Han 100 kg, mpu
KOUTO cieq 3 10 4 03U He ce MOCTUTHE 3aJ0BOJIMTENIEH KJIMHUYEH OTTOBOP,MOXE Ja ce 00ChaAu
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MOBHIIIABaHE HA J03aTa Ha rosmMyMad a0 100 mg BeIHBK MECE4YHO, KaTO C€ B3eMe MpPEeABHI
MOBMIIEHUAT PUCK OT OINPEJCIICHU CEPUO3HU HEXeJlaHH JIEKapCTBEHM peakluu mpu jpo3ara ot 100
mg B cpaBHeHHE ¢ no3ara ot 50 mg. Ilpu nanuenTt 0e3 naHHM 3a TepaneBTHYEH edekT cien 3 1o 4
JOI'BJIHUTENTHH 031 0T 100 mg npoabiikaBaHETO Ha JICYEHUETO TPSIOBA Ja ce MPEOLEHH.

Knnnnyna ehukacHOCT: TeparneBTUYeH OTIOBOp ce moctura 3-4 — MeceyHo JieueHnue (ciuen 3-4 103n)
— IIpU JIMIICA HAa TaKbB B [IOCOYEHUS NIEPUO/T JIEYEHUETO TPsIOBa Ja ce MPEOLICHH, WU Ja C€ IOBUIIH
no3ara Ha 100 mg Begubx MeceuHo. [lo-Bucokara 103a MOKe J1a ce Mpuiara U Mpu HNAlUEHTH C
terno Hax 100 Kg (puckwsT ot ompenenenu ceprosnun HJIP e mo-Bucok mpu go3a or 100 mg B
cpaBHeHue ¢ o3ata oT 50 mg). He ce mnxexkTupa 1BOMHA /1032, 32 KOMIIEHCAllMs HA IPOIlycHaTa
nosza. Ha 4™ ceqmuia oOT JIEYEHHETO ChC roJaumMymad OonHuTe ce momobpssar (Opoil OTOYHU M
0O0JIe3HEHU CTaBH, JAKTWINT U €HTE3UT, HOKBTHU IPOMEHH M KO’KHO aHTQXKHUPAHE), PECI. € HAIUIE
nofoOpeHne Ha KadyecTBOTO HAa JKMBOT M M0-100pa paborocrnocobHocT. Ilpunoxenunero Ha
roauMymad HaMaisiBa MpOrpecHsTa Ha CTPYKTypHATa yBpea.

Golimumab ce npuiara 3a jedeHue Ha ciaeaauTe nuaraosu: M07.1, M07.2, M07.3.

Certolizumab ¢ pexomOunanTeH, xymanusupan Fab' antutsio ¢parment cpemry TNF-o (e
cpabpxa Fe-ydacTsk), ekcnpecupan B Escherichia coli u koHOTHpaH-CBBbp3aH C MOJIUETHIICHTITUKOI
(PEG). Ilerunupanero 3a0aBst pa3rpaxaaHero Ha ueptyinu3zymad. CBsp3Ba paztBopuMus TNF-a.
JlekapcTBeHa (hopMma: MpeABapUTEITHO HaTbiIHeHa cpuHIoBKa (200 Mg nepronmsymad nerosn/1 mi)
3a €IHOKPATHO MOKOXHO MPUIIOKEHHE.

Jlo3MpoBKa ¥ HAYWH Ha MPUJIOKEHHE: MpernopbyBaHaTa 703a npu Be3pactHu 400 Mg /mHeBHO (2
umKekTupanus) Ha ceamuna 0™, 27 u 4™ u cnen ToBa exnokparno mo 200 mg (moxabprkKaria
no3a) Ha Bceku 2 cenmuiin. He ce mpenopbuBa ciupane Ha chirbTcTBamara Tepamnus ¢ MTX (mipu
BB3MOKHOCT). MTX ce npenopbuBa npu BCIKO OMOJIOIMYHO cpelcTBO. IlanuentuTe npomycHanu
703a TpsiOBa Ja s MHXKEKTUpAT BEJHAra clie]] KaTo CH CIIOMHAT M Jia MPOIBJDKAT MPUIaraHeTo Ha 2
CEeIMHUIIM OT HOBATa J1aTa.

KinHuyHa eQuKacHOCT: KIMHUYHOTO MOJ00peHHne OOMKHOBEHHO C€ MOCTUra B paMKuUTe Ha 12-
CeIMUYHO JieyeHHe. JleueHnero c¢ nepronmzymad MHXMOUpa peHTreHorpadckata M KIMHUYHATA
Mporpecus.

[lepcnexTuBHO chOMpanuTe qaHHU oT Haja 500 GpemeHHOCTH, ¢ excrio3uius Ha Certolizumab pegol,
C M3BECTEH M3XOJ Ha OpeMeHHocTTa, BKIoYBamM Haj 400 OpeMeHHOCTH, C EKCHO3UIUS Tpe3
I'bPBUSL TPUMECTBP, He Moka3BaT MandopmaruseH edekr Ha Certolizumab pegol. Bbnpeku Tosa,
HaJIMYHUAT KIMHUYEH OMUT € MPEKAJIeHO OIPaHUYEH, 32 JIa C€ 3aKJII04M, C pa3yMHa CUTYpPHOCT, 4e
HsIMa yBEJIMYEH PUCK, cBbp3aH ¢ mpuiaraneto Ha Certolizumab pegol mo Bpeme Ha GpeMEHHOCT.
Certolizumab pegol TpsiOBa na ce wu3moa3Ba MO BpeMe Ha OpPEMEHHOCT caMO NpH KIMHUYHA
HeoOxoauMocT. CRIB mnpoyduBaHe — MNpPOCHEKTUBHO, MOCTMAPKETHHIOBO, (PapMaKOKHMHETUYHO
Mpoy4YBaHe ¢ TU3aifH 3a TOYHA OIICHKAa Ha HUBOTO Ha IuianeHTeH Tpandep Ha CZP ot maiikuTe KbM
neuara. CZP e nmokasai JUICBAI JO MUHUMaJeH IuianieHTapeH Tpancdep (<0.1%). Cimzia moxe aa
ce npuJiara npu KbpMeHe, a Mo BpeMe Ha OpeMEHHOCT caMo NP KIMHUYHA HEOOXOJUMOCT.
Certolizumab pegol ce mpuiara 3a nedenue Ha cnegaute guarnozu: M07.1, M07.2, M07.3.

Buonogo0um nexkapcTBeHn NPOAYKTH, chAbp:kamm infliximab.

CeriacHo usuckBaHusTa Ha EMA GuonogoGHUTE JeKapCTBEHU MPOAYKTH cie/iBa Ja MPEICTaBsAT
JaHHW OT KJIMHWYHM M3OUTBaHUS B 2 OCHOBHM MHAMKAllMM, BbB3 OCHOBA HA YHATO
JI0Ka3aTeJICTBEHOCT C€ MPAaBH €KCTPAIojIalus 3a OCTaHAJIUTE MOKA3aHUs, BAIMIHU 32 peepeHTHHS
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nekapcTBeH npoAykT. Onobpenu ca aBe ocHoBHM uHAMKanuu PA u AC (mpoydeHa € B KIMHUYHU
W3MUTBAHUA), U Ca PETUCTPUPAHH U 3a jJeueHue Ha [IcA.

Hurepaeskun (1L)-12/23 nuxuduropu

IL-12 u IL-23 ca xeTepoAMMEpPHU LMTOKUHU, CEKPETUPAHU OT aKTMBUPAHU aHTUIEH-IPEICTaBSIIN
KJICTKH, HalpuMmep Makpodard M ACHAPUTHU KIeTKU. M 1BaTa LIMTOKMHA y4yacTBaT B MMYHHHU
nporecu. [L-23 e kI1040B IUTOKHH B IMpoleca Ha akTuBUpaHe Ha Thl7 kiIeTKu U mMpou3BOJICTBOTO
Ha [L-17 u apyru npoBB3NANMTEIIHA IUTOKUHM, a [L-12 - cTuMynupa KJIETKUTE €CTECTBEHU YOUMITH
(NK) u mpenuzBuksa nudepenimanuara Ha CD4 + T knerkure kbM T 1 xennepen (Thl) denorum,
T. €. ¥ B Thl-Meauupanus Bb3MaJINUTENIEH ITbT.

Abnopmuata perynamms Ha IL-12 u IL-23 ce cBbp3Ba ¢ MMyHHOMEIUHpPAHH OOJECTH KaToO
IICOPHA3KC U IICOPUATHYEH apTPUT.

Ustekinumab e usnsiio goseiko 1gG 1 MOHOKIIOHAHO aHTUTsIO cpenty |L—12/23, mpousBeaeHo B
MUEJIOMHA KJIEThYHA JIMHUS Ha MUIIKH C ImoMoIra Ha pekomOuHanTHa JIHK texnonorus. Cebp3Ba
cnenuduuHo obmata nporenHoBa cydenunuia p40 ma uvosemku IL-12 u IL-23, npenorBparsasa
cebp3BaHero Ha P40 ¢ IL-12RB1 peuentopHus mpoTEeWH, PA3MOJIOKEH HAa TOBBPXHOCTTA Ha
UMYHHHUTE KJICTKH, HO HE MOBJIMsBA Beue CBbp3aHUTE ¢ perientopa cu I1L-12/23, T.e. Maiko BepOSITHO
€ YCTeKMHymMa0 Ja ydvacTBa B KOMIUIGMEHT- WM aHTHUTSUIO-MEIUHpaHaTa ITUTOTOKCHYHOCT.
Ycrexknnymal okas3Ba cBoute kinHu4YHM edektu npu [lc u [IcA upes3 mpexkbcBaHe Ha MBTHUINATA HA
Th1- u Thl7-aconuupannuTe HUTOKKMHU (OCHOBHH 32 Pa3BUTUETO HA TE3H JIBE OOJICCTH).
JlexapctBeHa dopma: 1 dpmakon (ot crekio tun I 2 ml, 3aTBopeH cbe 3amymianka OT OyTUIOBa r'yMa
¢ mokputue) ¢ 0,5 M OUCTHP JI0 JICKO ONAJIECIIEHTECH, O€31BETEH JI0 OJICTOXKBIT (MOXKE J1a ChIbpiKa
HSKOJIKO APEOHH MOIYNPO3PaYHH MM O€IH YACTHUIM MPOTEHH) HHKEKIIMOHEH Pa3TBOP ChAbPKa 45
mg ycreknnyma0. dnakoHa Ja ce chXpaHsBa B KapTOHEHATa OMAKOBKa (3a Ja ce MpeAna3u OT
CBETJIMHA) U B XJIAJAUIHUK MPHU TeMIepaTypa Mexay 2 u 8 rpaayca. YcTeKuHUMab ce mpuiara cies
KaTo JOCTUTHE cTaliHa TemrepaTypa (MpUOJU3UTETHO 3a OKOJO MojioBUH 4ac). IlonpoOGHu
WHCTPYKIIMU ca MPEAOCTaBEHH B JINCTOBKATA 32 MAIMEHTA.

Jlo3WpoBKa W HAYWH Ha MPHIOKEHHWE. IMbPBOHAYAIHA J03a OT 45 MQ, MpWIoKeHa IOJKOXKHO,
nmocneaBaHa oT jo3a oT 45 Mg 4 cenMuiu MO-KbCHO M CleJ] TOBa Ha Bceku 12 cemmuny,
YYaCTBIIUTE C U3SIBEH KOXKEH MCOPHA3UC TPSOBa /1a ce M30ArBaT KaTo MSICTO 32 MHXKEKTHpPaHE (BakKu
KaTo MpernopbKa 3a BCHYKH JIEKapCTBEHU (OPMU 32 MapeHTEpaTHO MPUIIOKEHHE); 3a MAIMEHTH C
tenecHo terno > 100 kg mepBonavanHnata no3za ¢ 90 MQ, MpUIIOKEHA MOJKOXKHO, MOCJIEBAHA OT
no3a oT 90 mg 4 cenMuIM O-KBCHO M CIIEJ TOBA HAa BCeKW 12 ceamuiiy; mpu Te3u MalMeHTH J103aTa
ot 45 mg cpimo e eukacHa, HO o-ToIsIMa ehukacHOCT UMa go3ara oT 90 MQ; mpu NAIMEeHTH, KOUTO
HE ca MoKa3ay MOBIUsBaHE 10 28 CeAMMIIM ClIe[] HAaYaJlIoTO Ha JICYEHUETO, TPsOBa Ja ce oOMUCITH
MIPEKpaTsABaHEe HA TEpaIusTa.

Knunnuna edwukacHocT: ycTekMHymal® MMomoOpsiBa MpU3HALIUTE W CHMITOMHTE, (U3UUYECKOTO
CBhCTOSTHHE U CBBP3aHOTO ChC 3JIPABETO KA4eCTBO HA )KUBOT IPH BH3PACTHH MAITUSHTH C

aktuBeH [ICA.

[puoskeHne B CIICIUATHU TPYITH:

IIpu xopa B cTapuecka Bb3pacT: HE ce Hajlara KOpPeKIHs Ha J03arta Mpy OO0JHU > 65 roIMHU.

[pu manueHTH ¢ OLOPEYHO W YEPHOJIPOOHO YBPEkKIAaHE, KAKTO W NPH MMAMEHTH 1oj 18-roaumrHa
BB3PACT: HE € U3MHUTBAH, MOPAJIM KOETO CIIe/IBa JIa HE Ce MpuiIara npyu Te3u OOJTHH.

Ustekinumab ce mpunara 3a nedenue Ha cneanute auaruosu: M07.1, M07.2, M07.3.
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Wurepneskus (IL)-17A uaxuburopu

Secukinumab e pekOMOMHAaHTHO H3IUI0 YOBEIIKO MOHOKJIOHAIHO aHTUTsUI0 oT kimac IgGl/k,
HACOYEHO CEJIEKTUBHO KbM HHTEpJeBKMH-17A. IlonydeH € OT KJIETKM OT SMYHMK Ha KUTaHCKU
xamcrep (CHO). Cexykunymab geiictBa kato ce cBbp3Ba ¢ IL-17A u ro Heyrpammsupa,
WHXUOMpaliku B3auMojeicTBueTo My ¢ IL-17 pernenTopa, KOMTO ce eKCIpecupa BHPXY pa3InuHU
BHUJIOBE KIETKM. B pesynrar Ha ToBa CEKyKMHYMa0 TIOATHCKAa OCBOOOXKIAaBAaHETO Ha
npouH(IaMaTOpHU LIUTOKWHHU, XeMOKUHU M MEIHAaTOpU Ha ThKaHHa yBpena u HamansaBa IL-17A-
MEIMHUPAHOTO 3B€HO B Pa3BUTHUETO HA ABTOMMYHHHUTE W BB3MATUTEITHUTE 3a00JIIBaHUSI.
JlexkapctBeHa dopma: Cekykunymal e moxa ¢opmaTa Ha MHXKEKIUOHEH Pa3TBOP B MPEABAPUTEIIHO
HambJIHeHa Tucanka (SensoReady mucanka). Beska npeaBapuTenHo HambJIHEHA MHUCATKA ChIbpKA
150 mg cexykunyma6 (secukinumab)* B 1 ml.
Cosentyx, camocrositennHo wid B komOuHammss ¢ MTX, e mokazaH 3a JiedeHHE Ha aKTHUBEH
MICOpUATHUEH apTPUT MPHU BH3PACTHU MALMEHTH, MPU KOUTO mpeuiecTBamiara repanus ¢ BMAPII e
Ouya Hea/leKBaTHA.
Jo3upoBka W HauuH Ha npuiaoskenue: [Ipu mamumentu c¢ ITICA ¢ ymepeH 10 TeXbK IJIaKaTeH
MICOPUA3UC WJIM TE3U, KOUTO HE ca CE MOBJIMSUIM aJIeKBaTHO OT mpoBeneHata antu-TNFo Tepamnus,
npenopwrunTenHara ao3a € 300 mg, mox ¢popmaTa Ha MOAKOKHA UHKEKIUS, KATO MbPBOHAYAIIHO CE
npuiara Hacumiama jgo3a Ha ceamuna 0, 1, 2, 3 u 4, a BIIOCJIEICTBUE KaTO €KEMECEUHA MO IbpKala
no3a. Besika 1o3a ot 300 mg ce npuiara Kato ABe NOJKOXKHU MHKEKIUH OT 150 mg.
[Ipu ocrananuTe ManyMeHTH NpernopbuuTeNHaTa go3a € 150 mg, npuioxeHa KaTo MbPBOHAYAIHO CE
npujiara Hacuinamia fo3a Ha ceqmuia 0, 1, 2, 3 u 4, a BoclieZICTBHE KaTo eXeMecedHa Mo Iabprkalia
no3a. Bp3 ocHOBa Ha KJIMHUYHUS OTTOBOP J103aTa MoOXke J1a ce nosuiu 10 300 mg.
Knunnuna egukacHoct: Jledennero ¢ Cosentyx Boau A0:

® 3HAYMMO NOJOOPEHME HA TIOKA3aTeIUTE 32 AKTUBHOCT HA 3a00JISBAHETO CIIPSAMO TUIanedo Ha
cenmunia 24.
3aroyna Jia IeficTBa Ha cenMuIa 2.
cTaTucTU4ecku 3HaunMa paznuka B ACR 20 crpsimo mutarie6o ce moctura Ha ceiMuIa 3.
MHXHOUpA peHTreHorpadckaTa MporpecusiTa Ha CTPYKTYPHHUTE YBPEXKAaHUS 10 2-Ta TOAMHA,
nonobpsBa ¢pusndeckara GyHKIMS HA TAIIUECHTUTE
3HAYMMO TOJI00PsIBa CBBP3aHOTO ChC 3IPABETO KAYE€CTBO HA KUBOT

® BOJHU JI0 0OpaTHO pa3BUTHE HA JAKTUIUTA U €HETE3UTA
Kakro npu namuenture, mpu KOUTO HE € NpoBexaaHa aHTH-TNFa Tepanus, Taka U NMAalMEHTUTE C
HEe3aJ0BOMUTEIeH OTroBop KbM aHTU-TNFo Tepanus, nexyBanu ¢ Cosentyx ce HaOmromaBa
3HAUUTEITHO IMO-BUCOK JsUT HAa MOCTUTHAT TEpareBTHYEH OTroBop olieHeH ¢ kputepunte ACR 20
cnpsaMo Tutanebo Ha cenmuna 24, karo mpu Hemnposexxaanute aHTH-TNFo Tepanus ce HabmromaBa
MaJIKO TI0-BUCOK IPOIICHT HA TOCTUTHAT TeParieBTUYEH OTTOBOP.
Secukinumab npeBB3xokaa Mmaanedo Ha ceamuiia 16 mpu MCOpUA3UC Ha HOKTUTE. Y CTaHOBEHO €
3HAYMUTEITHO MTOJA00PEHHUE CIIPSMO U3XOAHOTO HUBO B MHIIEKCa, OIEHBAII] TEKECTTa Ha IICOPUA3HCA
no HokTHTe - Nail Psoriasis Severity Index (NAPSI %) npu nanueHTH ¢ yMepeH 0 TeXbK IIaKaTeH
TICOPHA3UC ChC 3acATaHe HA HOKTHUTE.
Ynorpeba mpu crnenumanuu nonynanuu: JluncBar (papMakOKMHETUYHH JaHHU TPU TAlUEHTH C
OBOPEYHO MM YEPHOPOOHO YBPEKIaHE
VIMyHOTeHHOCT: B KITMHHYHUTE W3MUTBAHUS MPHU TICOPUAZHC, TICOPUATUUCH apTPUT U aHKUIIO3UPAII]
CHOHIWINT, Mo-Manko oT 1% ot Oonmnute nexkyBaHu ¢ Secukinumab oOpasyBar aHTHTENa KbM
CEeKyKHHYMal B paMKHUTE Ha 52-CEIMUYHUS NIEPUO]I Ha JICUCHUE.
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Heo6xomumo e noBUIlIeHO BHUMaHME MTPpU Ha3HadaBaHe Ha Secukinumab npu nmamuenTH ¢ 6oject Ha
KpoH, XpoHWYHH ¥ peluuBUPAIIY HHOEKIIH, TTAIIUEHTH C YyBCTBUTEIHOCT KbM JIATEKC
[IpoTuBoONIOKa3aHus:

bpemeHocT, KbpMEHE, aKTHBHA TYOEpKYJ03a, pEaklUH Ha CBPBXYYBCTBHTEIHOCT, O0OCTpeHa
XpOHWYHA HH(DEKLuS,

I[Ipu OGomaum c JsareHTHAa TyOepKkyno3a TpsOBa Ja ce OOMHCIM TMPOBEXKIAHETO Ha
MIPOTUBOTYOEPKYII03HA TEPAITUs MPEIH 3a0UYBaHE Ha JISYEHUETO ¢he Secukinumab.

Secukinumab ce npwitara 3a neyenue Ha cnegaute auarnosu: M07.1, M07.2, M07.3.

Ixekizumab, IgG4 MOHOKIOHAIHO aHTHUTSUIIO, MMOKA3aH 3a JICYCHHUE HA YMEPEHO TEXKBK JI0 THKBK
IJIAKaTeH TICOPUA3UC MPU Bb3PACTHHU, KOUTO Ca MOJIXOJIAIIM 3a cucTeMHa Tepanusi. CaMOCTOSITEIHO
win B komOuHanus ¢ MTX, e moka3aH 3a jjeueHue Ha aKTUBEH IICOPUATHYEH apTPUT MPH Bb3PACTHU
MalUEeHTH, KOUTO C€ MOBJIMUSABAT HEIOCTAThUHO WJIM MMAT HEMOHOCHUMOCT KbM €/IHa WU TMOBEYE
Tepanuu ¢ MoauduIMpaIu 00ecTTa anTupeBMarouiau jgekapctsa (DMARD).

[lo3upoBka: IlpenoppunTennara go3a Mpu IUIakaTeH Mcopuazuc € 160 mg Karo MOJIKOXKHA
umxekus (aBe umxkekuuu mo 80 mg) Ha cenmuna 0, nmocnensana ot 80 mg (eaHa WHKEKIUs) HA
ceamuna 2, 4, 6, 8, 10 u 12, cnex koero nogabpxaia gao3a 80 mg (eqHa MHXKEKIMs) Ha BCska 4-Ta
cenmuua. [Ipu ncopuatuyueH apTpuT, npenopburuTenHara go3a € 160 mg KaTo moaK0oKHa HHKEKIUS
(nBe muxexkuuu no 80 mg) Ha ceamuna 0, nocnensana ot 80 mg (e1Ha MHXKEKIMA) HA BCsAKa 4-Ta
CelIMHUIIa cJe/l TOBA. 3a MAlMEHTUTE C MCOPUATHUYEH apTPUT U CHITBTCTBAIl YMEPEHO TEXbBK 0
TEXBK TJIAKaTeH TICOPUA3HUC MPEMOpPhUMTEIHATA CXEMa Ha MIPUJIarale € ChlaTa KakTo 3a IUIaKaTeH
TICOpHUA3HUC.

JleueHneTo ¢ WKceKM3ymMad HaMalsiBa €pUTEMa, YIUTBTHSABAHETO M JICCKBAMAIMSTA, KOUTO
MIPUCHCTBAT B JIE3UUTE HA IJIAKATEH MICOPUA3KC.

baokana Ha T-KiIeTbYHH KO-CTUMYJIATOPHH MOJIEKYJIH
Abatacept ¢ T-kierpueH moayiatop. biokupa HEOOXOIMMOTO 3a aKTHBUPAaHETO Ha T KIETKH

CD28-CD2 curnanusupane, KaTo Haro00sBa MUTOTOKCUYHMS T-ITuMpOLUT-acCOMMPAaHNs aHTUTeH
— 1gG1 (CTLAA4IQ).

B-nmum¢pouutna adaanus: Rituximab
Putykcumal moka3Ba CKpOMHO MOBJIMSIBAHE HA CTaBHUTE CHMIITOMH M MUHUMAJEH €(EeKT BbpPXY

KOKHUTE NposiBH. He e peructpupan ¢ Tasu MHAMKANUSA 33 IPUIOKECHHE.

Nuxuburopu na IL-6
IL-6 e mnpoBB3MATIMTENCH NUTOKHH, C TOBHUIICHA KOHICHTpAIMS B THKAHUTE C XPOHUYCH

BB3MAJIMTEIIEH MIPOLEC, BKIIOUUTEIHO KOXKHUATE JIE3UN U CHHOBUanHaTa ThKaH npu [lc u [IcA. Ilpu
NpWIOKEHUE Ha Toumnnzymad npu 6osnnu ¢ IIcA, — B HAKOM ciydau € Hayiuie epUKacHOCT, a B
npyru — He. He e peructpupan ¢ Ta3u MHAMKALINA 32 IPUIIOKEHHE.
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II. CUCTEMHMU 3ABOJISIBAHUSA HA CBEJUHUTEJ/IHATA ThbKAH

1. CUCTEMEH JIYITYC EPUTEMATO3YC (mo MKB xox M32)

Jedpununus u o0mm xapakrtepuctuku: CucremuuaT Jaynyc eputemarodyc (CJIE) e xponmuna,
MYJATHCUCTEMHAa AaBTOMMYHHa O0OJeCT C HEHM3BECTHA CTHOJIOTHA. XapakTepusupa ce C HaJudue Ha
aBTOAHTHTENA CPEILy HyKJICapHH aHTUT'€HH M OTJIAraHus HAa UIMYyHHH KOMIUIEKCH B PA3JIMYHU OPTaHH, KOUTO
MpeaU3BUKAT Pa3IMyHU OPTaHHU KIMHUYHH cUMOTOMHU. [IpeacTaBnsiBa Hali-Ba)KHOTO M OCHOBHO CHCTEMHO
3a0osBaHe Ha CHEAMHHUTENHATa ThKaH. [0 CBIIECTBO CHCTEMHHAT JYIYC EpUTEMAaTO3yC BKIIOYBA
MHOKECTBO JIYITyCHH CHHAPOMH, BCEKHU ITBT PA3INYHU U Pa3HOOOPa3HH OTKBM HMYHHU ()EHOMEHH.
Onenkara Ha Ooner cbe CJIE BKmrouBa caeqHUTE IET MOMEHTA!
1. TlocraBsHe Ha AuarHo3a — JUarHo3ara Ce MOCTaBs Bb3 OCHOBA KJIACH()MKAIMOHHHUTE KPUTEPUU HA
American College of Rheumatology (ACR), 1982 ro., momuduipanu mpe3 1997 roauna.
1. 2.0mneHka Ha CTENEHTa M BUJA HA 3acsraHe Ha pPa3IMYHUTE OPraHd W CUCTEMU — CTaJUpaHe Ha
Ooxecrra.
2. 3.0ueHka Ha AaKTHBHOCTTa — CB3AaJCHH Ca Pa3IUYHM HMHICKCH 3a AaKTHBHOCT, KaTo Haii-
pa3npoCTpaHeH W JOCTBIICH 3a MPUWIOKCHHE B KIMHWYHATa npakTuka ¢ T.Hap. SLEDAI (Systemic
Lupus Erythematosus Disease Activity Index).
3. Ilpeuenka Ha BeposiTHaTa MPOTHO3a Ha OOJiECTTa M TEKECTTa W — H3IMON3BAT C€ MPOTHOCTHYHH
TaOIUIN.
4. U360p Ha Tepamwusl.

CHCTEeMHMST JIyIyC €pUTEMATO3YC 3acAra MpeAUMHO MJIAIM KeHH (ChOTHOLICHUETO >XKeHU:MBke € 9:1)
Mexay 15 u 55 romunu. IlpenBuym MHOrooOpa3veTo Ha KJIMHMYHATA CHMITOMATHKA 3a IOCTaBSHE Ha
nuarnosata CJIE tps6Ba na uma nposiseHu noHe 4 ot 11 kpurepuu, nepunupanu or ACR, npencraBeHu
Ha Tabmuma 1.

Ta6auua 1. Knacupukauumonnu kpurepun na ACR (1982 roa.) 3a cucreMeH Jynmyc epuTeMaro3yc.

1. “TlenepynooOpasen epurem”

2. JluckouHY Ne3un

3. ®OTOYYBCTBUTEIHOCT

4. Yiuepanuu B yCTHaTa KyXuHa

5. HeeposuseH apTput/ApTpairuu

6. Ceposutu
" [ICBUT W/WINA
= [EepPUKAPIUT

7. Hedpur
* mepcuctupaiia npoteunypus > 0.59/1/24 h
" OWIMHAPYPUS — KJIETHYHU H/UITH EPUTPOLIUTHH

8. HeBponynyc
=  emmienupOpMeHH IPUIaTbIN
=  [cuXo3a

9. KppBHa ThKaH
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=  XemomutnyHa anemus < 8.5g% Hb
»  JleBkomnenus < 3000mm®

= Jlumdonenus < 1500mm?

=  Tpombormronenus < 100 000mm?®

10. IMyHOMOTHYHY OTKJIOHCHUS
* antu-dsDNA
= aHTH- SM
= aHTHU(OCHOIMITUIHN aHTUTEIIA

11. AuTHHYKIIEapHU aHTHUTETA

ACR — American College of Rheumathology

ITpe3 2012 rox. ca ce3magenu T.Hap. SLICC kpurepum 3a CJIE (Systemic Lupus International
Collaborating Clinics), kouTo BKIIOYBAT JBE TIPYIMH KPUTEPHH, CHOTBETHO: KIUHUYHU |

MMYHOJIOTMYHH KPUTEPUHU.

Ta6auuna 2. SLICC kpurepun (Systemic Lupus International Collaborating Clinics), 2012 roa.

Kaunnynum kpurepuu

1. Ocrbp/IlomocTsp KOXKEH JIYITyC
XPpOHHYEH KOKEH TTYIYC

VYiepayy B HOCHA W/WIIK YCTHA KyXHHA
Anonenust

ok~ owd

CuHOBHT > 2 cTaBH WK 00JIKa B > 2 CTaBH, IPUAPYKEHA ChC CYTpeIIHa CKOBAHOCT > 30
MUHYTH.

Ceposut

7. bbOpedHOo aHTaXKUpaHE

a. mporeuHypus > 500mg/24h

b. epuTporMTHE HUITHHIAPH

o

8. Hesponoruunu nposisu
a. TICUX031, MHOXKECTBCH MOHOHEBPHUT, MHUEJIUT, NepU(epHa WK KpaHHATHA
HEBPOTATHS, OCTHP MEPHO HAa OOBPKBAHE. ..
9. XeMOIHMTHYHA aHEMHMS
10. Jlesxomenwus < 4000/mma3 moue Beaubx win auMdornerns < 1000/mma3 moHe BeaHbK
11. TpombGoruronenus < 100 000/mm3 moHe BeIHBK.

HMMyHONOTHYHM KpUTEpHH

1. ANA - croiiHOCT Haj pepepeHTHATa IPaHUIa 32 ChOTBEHATA JabopaTOpHsL.
2. Anti-dsDNA At - croifHoct Hanm pedepenTHata rpanuia, npu ELISA wmerom 2x Han
pedepaHTHaTa TpaHHMIIA.

3. Anti-Sm1?
4. AntudoconmunumHu AT — HIKOH OT CIICTHUTE:
a. LAC

b. danmmso nonoxurenen RPR Tect
c. ACL (IgG, IgM, IgA)T B ymepeH UK BUCOK TUTHP
d. Anti-b2 glycoprotein? (IgG, IgM, IgA)
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5. Hucbk KOMIIEMEHT
a. Hucek C3
b. nmucex C4
c. mucek CHS50
6. Tlomoxwurenen qupekreH TectT Ha COOMbS, 6e3 ycTaHOBEHa XEMOIUTHYHA AHEMUSL.

ANA — antinuclear antibodies — anmunyxneapnu anmumena; anti-dsDNA — anti-double stranded DNA antibodies —
anmumena cpewy osouno-eepuxcna /HK; LAC — lupus anticoagulant; ACL - anticardiolipi antibodies —
anmuxapouorununosu anmumena; RPR — rapid plasma reagin — ckpununzoé mecm 3a cugpunuc

HeoOxomuMu ca Haii-Manko 4 KpuTepus, cpel KOUTO MOHe 1 KJIMHUYEH M TmoHe 1
HMYHOJIOTHYeH KpUTepHii.

*JlymyceH HeppUT KaTO CaMOCTOATEICH KIWHUYEH KpUTEpPHM TMpH TMO3UTUBHpPAHE Ha
aHTUHYKJIeapHu aHtuTena wid aHTu-ASDNA AT ¢ moctaThyHO 3a [MOCTaBsIHE Ha JUarHO3aTa
CUCTEMEH JIYIyC epUTeMaTo3yc.

Kannuuna kapruna: CJIE ce xapakrepusupa ¢ U3KIIOUUTETHO pa3HOOOpaszue B KIMHUYHOTO
MIPOTUYAHE.

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

e  ApTpajruu; apTpUT; aCENTHIHUA HEKPO3U; TCHOCHHOBUTH C (hopMHpaHe HA M-TIPBCT U NPBCT THUI
,,JiebemoBa s’

e  ApPTPWTHT IO IPABUJIO € CUMETPUYEH, qucTaieH; psako epo3uBen (10-30%) ot 6omHuTe

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

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

e  MuozuT/™MHAITHA

o  OubpomMHanTHYCH CHHIPOM.

2. [IposiBM OT CTpaHa HAa KOKaTa M BUAUMMTE JUTABULM — 32€JHO C ONIOPHO-ABUIaTEJHHUSI anapar ce
3acAraT Hai-4ecTo MBPBH OT 0ojlecTTa:
LE-cnenuduynn KOKHM JIE3HH — Pa3AeisIT Ce Ha OCTPH, TOOCTPH B XPOHIUIHH
e OcTpH KOXHU JIE3UU
»ernepynooodpasen’ oOpuB wiu “malar rash”
- TEHEepalu3upaH epuTeM
e IlogocTpu KOXKHU JIe3UU
- aHYJNapHU/IOLUKINYHU JIC3UH
- mamynockamo3seH (rcopuasudopmen) oOpus
e  XPpOHMYHM KOXKHH JIE3UH
- JIoKanu3upaH quckousieH LE
- JUCeMUHUpaH quckoujaeH LE
- xuneprpoduueH (Bepykosen) LE
- lupus profundus
- lupus timidus
- chilblains lupus
LE-HecnenuguyHu KOKHH JIe3UH

e  KoHU CbJOBU IIPOSIBU
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- BaCKyJHT
- Backyxnomnarus — livedo reticularis, Raynaud dgenomen, TpoM60¢IeOUT, IEPUYHTBATHI
TEeJICaHTUEKTa3NN
e Ajonenus
e Kanuuuosa
e |LE-nHecneunduynu Oyino3nu ne3un — Oynosen LE
e Jlpyru HecnemU(pUIHN KOKHH TIPOSIBH.

3. IposiBM OT cTpaHa Ha JMXAaTeJHATA CHCTeMa — Hal-4eCcTH ca MJEBPUTAa U IJIOCKOCTHHUTE
aTeJIeKTa3M, Haif-0MTacHA — 0eJI0APOOHMSIT BACKYJIUT, C PA3BUTHE HA AJIBEOJAPHH XEMOPAruy, TPOMOO3H;
0eJ1I0APOOHUSAT MYJIMOHHUT; OCTPHUS PeCHPATOPEH THCTPEC CHHAPOM
Benoapo0Hu nposiBy, pe3yJaTar 0T MHAYLUHPAHUS ABTOMMYHeH oTrosop npu CJIE

e [lnepBur c unu 0e3 U3JIMB

e [I0CKOCTHM aTeieKTa3u

e OcTbp Jymyc MyJIMOHUT

e Jludpparmena nucyHxuus

e AnBeonapHa XxeMoparus IpH BacKyJIHUT

o [lynmMoHaiHa apTepHaHa XUIIEPTOHUS

e  Octbp peciupatopen auctpec curapom (ARDS)

e JludysHa untepcTHnranHa 6enoapoodHa pudposa
Besoapoonu ycioxuenusi npu 60114 cbe CJIE

o udexunu - OakTepHanHy, BUPYCHH, MUKOTHYHH

e  benapobeH TpomOeMO0IH3bM

e benoapoOeH 0TOK, ypeMuueH npu ObOpEUHO aHTAKUpaHe, pa3BUTHE Ha ObOpedHa HETIOCTATHYHOCT

W a30THa 33IpBKKa.

4. TIposiBM OT cTpaHa HA CHP/IEYHO-CHI0BATA CUCTEMA — TUIIMYCH € JIYITyCHHS KapaHuT.
e JlymyceH KapauT c Win Oe3 IPOsBH HA ChPICYHA HEAOCTATHYHOCT
- Enpoxapaut tan Libman-Sacks (BanBymuT, psako ce pa3BHBAaT IIOPOITH)
- Muoxapaut
- IlepukapauT — MMa IPEXO/IeH XapaKkTep, PAAKO BOJM JI0 CPACTBAHMUS WIIM TaMIIOHaa
e Backyautr — mnammupyema mypmypa; livedo reticularis; mepuyHrBamHuM ne3uu; MAHUKYIHT,
HEKPOTHYHH Jie3un; (ieboTpom0b03a; cuHapoM Ha Raynaud
e ApTepuajiHa XHIIEPTOHMS, YSCTO CBbp3aHa C TIIOMEPYyIOHeYPUT
e BpozaeHu cbpleuHU NOPOLM, pa3BUBAILIM IpU Aeua poAeHHu oT Maiku cbe CJIE U monoKuTenHu
antu-Ro (SSa); antu-La (SSb) anrurena.

5. Jlynycen Hedpur — TOBa ¢ enuHCTBeHara mposiBa Ha CJIE, Hanmuynero Ha KOSATO CaMO IOCTaBs
JMarfosara npH Hannure Ha mosokuresnd ANA > 1:80 wimu nmonoxurennu antu-dSDNA anTuTena

Kaacudpuxanus Ha nynycaus Hepput cnopen International Society of Nephrology/Renal Pathology
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Society (ISN/RPS), 2003 roa.:

Kunac I: Hopmanna nnm MEHMMAaTHA HAX0AKa

Knac II: Me3anreanHomnponudepaTuBeH JIyIyceH HepuT

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

Kinac IV: AndysHo nponudepaTnse iynmyceH HepuT

Kiac V: MemOpaHo3eH iymyceH HepHT

Knac VI: Cxaeposuparn inymycern Hedput (> 90% oT riioMepysIuTe ca CKIEPOTHIHO TPOMEHEHH)

B mmpoxkara mpakTrka Haii-4ecTo ce cpemiar cMeceHuTe (OpMH Ha JIyITyceH HeppHT. TepaneBTUIHUSAT
MOJXO/T 3aBHCH OT KIMHWYHATA KapTHHA Ha He(ppUTa U OT OMOICHYHATA HAXOJKa. 3aTOBA IMyHKIIMOHHATA
66bpeuna ouorncus (ITBB) € 3aapmkuTeNHa NpK TIepcucTrpaiia nporeurypus uHaz 0.5 g/l.

6. [IposiBu OT cTpaHa HA HepBHATAa cucTeMa — 3acsiraHero Ha [{THC e enHa oT Hali-BaKHUTE JTIOKAITN3AITAH
Ha JymycHata Oosect. Hapen c emmientudopMeHHTE T'bpUYOBE M ICHX03aTa, KOMTO Ca KPUTEPHH 3a
JIMarHo3a, ce HabIro1aBa 3HaYUTETHO pa3HOO0pa3nue OT HEBPOJIOTMYHHU POSBU:

e Jlynycno rmaBoGomue

e Ilcuxo3a

e EnunentudopmMeHu repuoBe

e  VYBpexJaHe Ha YepeTHOMO3bYHU HEPBU

e [lepucdepna HeBponmaTHs

e  MO3BYHOCHAOBH HHIUACHTH

e Ilapanu3u, napesu

e  CeTUBHM HapyIICHUS

e Tpancsep3aneH MUeNIUT

e  AcenTuyeH MEHUHTUT

e IlceBnoTymOp Ha MO3bKa

e Koposa atpodus

e Hapymenus B KoopAXHALMATA

e JlakyHapHU HH(APKTH

e “Organic brain syndrome”

lopuute mposBU decTo ce cpemar B komMOmHamus. OOMKHOBEHO T ca HM3pa3 Ha ILepeOpOBACKYIUT U
aKTHBHOCT Ha OonectTa. [loBnHsBaT ce ONarONPHUATHO OT JICYEHHETO U B TOJIIMA YacT Ca BE3BPATHMH.
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7. XeMaTOJIOTHYHHM MPOSIBH — CJIE€J KOXKAaTa M OINOPHO-IABHMIAaTENIHUS anapar, KphbBHATa ThKaH € TpeTara
CHCTEMa C aHTQKUPAHE OIe B HAYAIOTO Ha 0oJIecTTa:
o Amnemus — X6 < 85¢/l — ¢ xemonuTnuHa reHe3a (MOJTOKUTENIEH TUPEKTEH W/WITH UHAUPEKTEH TECT
na Coombs) n/viu aHeMHs B X0/1a HAa XPOHMYHHUS BB3IAIUTEIEH OTTOBOD
e Jleskonenus — Leuco < 4000/mm® wm < 3000/mm®
e Jlumdponenus - Lym < 1500/mm® mwm < 1000/mm?
o  TpombonuTorneHus < 100000/mm®

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

8. IlposiBM OT cTpaHa HA TACTPO-UHTECTHHAJHMS TPAKT — T€ Ca PEIKH U 3a TAX C€ MUCIH NPU HaIU4ue
Ha CUCTEMEH JyIIyC epUTEMATO3yC, BACKYJIUT, U KOPEMHa OOJIKa.

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

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

Antudocdomumuaen cunapom (APS)
o 50% ot 6omuuTe ¢ APS 6onenysat ot CJIE
o  AHTHQOCOONMIUIHUAT CHHAPOM TNpeApaslojiara KbM BEHO3HH W apTEepHATHA TpPoMOO3H,
PETPOAYKTHBHYU HEYCIIEXH U TPOMOOIIUTOIICHHS
e Acomunupa ce ¢ antudochonmumuman antutenaa - lupus anticoagulant (LAC); anti-cardiolipin
(ACL); anti-b2GPlI; anti-protrombin.

Kpurtepun 3a kiaacupuuupane nHa antudochomnuaen cunapom (Sapporo, 1999 roa.; updated
Syndey, 2004 rox.)

1. Knunuunu xpumepuu:
1.1. Aprepuanna Tpom0o3a
1.2. BenoszHa tTpom0603a
1.3. Backynonarus

1.4. TlaTonorust Ha GpeMEeHOCTTa

- Tpu wim oBeve MOBTAPSIIH ce CHOHTaHHH abopTH mpenu 10 r.c., cieq KaTo ca H3KITI0UeHH XOPMOHAITHU
HapyIICHUS, aHATOMUYHN aHOMAJINH, TCHETUYHO U3CIICABAHE HA IBaMaTa POTUTEIN

- Enmna mnm moBeye HeoOscHEMa cMBPT Ha MOPQOIOTHYHO HOopManeH ¢eryc cien 10 r.c., HOpMamHaTa
MOpP(OIOTHS € TOTBBPAEHA eXOTpad)CKU WM TIPH TUPEKTHO U3CIIEBAHE

- EnHo nnm noBeve npexkIeBPEeMEHHN pakJaHus npeau 34 T.c., IbIDKAIIM Ce Ha MPEeeKIaMCHsl, eKIaMCHs,
IJIalleHTapHA WHCYUITMCHITHS.

2. JlabopamopHu kpumepuu.:

2.1. [TonmoxwuTelleH JIyITyCceH aHTUKOATYJIaHT B IUTa3Ma, B JABE HIIM ITOBEUEC OTACTHU U3CIICIABAHUS B IIEPUOL
ot 12 ceqmuim

2.2. [Monoxureman ACL anturena ot kiac 1gG wm IgM B m1a3ma wim cepym, B IBE WITH TOBEYE OTACTHU
W3CIIeBaHMUS B IIeproj oT 12 ceamunm, upe3 ctangapruzupan ELISA meron

2.3. TTonoxutenuu anti-p2GPI anrturena ot kinac 1gG win IgM B mmasma i cepyM, B JBE HIHM MOBEYE
OTJICJTHU M3CIIeABaHMS B TIepuoJ oT 12 ceamuiiy, upe3 cranaaptusupad ELISA metos.
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HNmynonoruynn orkjaoHenus npu CJIE

CHUCTeMHUSAT JIYIyC epUTeMaTto/iec € 0olecTTa C Hali-MHOI'O UMYHHHU (DeHOMEHH, Hapuyar s OlIle ,,BUTPHHA
Ha aHTHTeJaTa”. V30poeHWTEe HMMYHOJOTHMYHM TECTOBE Ca OCHOBHH 3a [MarHo3aTa M WIOCTPUPAT
MOBUILICHUS CHHTE3 Ha aHTHTela CPelly Pa3IHHIHN aHTUTCHU.

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

2. Hoaoxutenen lupus band test LBT (+) — uma 3HaueHuE PH ChbMHUTEIHUTE CIIy4Yan; CBETEHE Ha
JepMOeuIepMaHaTa TPaHUIA IPU TUPEKTHA UMYHODIyOpPECIIEHITUS, Pe3yITaT OT OTJaraHe Ha
UMYHHH KOMIUICKCH, (PPAKIIMH HA KOMILIEMEHTa

3. Iono:xkuTeIHH aHTUTeNA cpemy nBoiiHoBeprkHa JITHK (anti-dsDNA), marusaa JJHK (anti-
NDNA); nykiaeo3omu (anti-nuclesomes); cpemry ekcTpaxupyeMu HyKJIeapHH aHTUTeHH — SM, SSa
(Ro60), SSb (La), RNP, RibP — mo3utuBupar ce HAKOU OT TSIX WM BCHIKU

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

S. IlonoxuTeTHH AHTHEPUTPO-, JEBKO-, TPOMOO-aHTHTE/IA, JUM(PONUTOTOKCHYHU AT

6. IlosoxuTesHn anTuHYKJeapuu antutesa ANA tuThp > 1:80, BaxkeH € TUIIBT HAa CBETCHE NIPU
WHIUPEKTHa UMYHO(ITyOpECLIEHIINs, CBbP3aH € C BU/a Ha aHTHTeJIaTa

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

8. INonm:kenn ¢ppakuum Ha KomIiemeHnTa — Cs, C4, C10.

HNHTepnperanus Ha cepuiiHU cepojiornyHu npomenu npu CJIE
Antu-dsDNA C3 C4 HWurepnperanus
T 6e3 nmpoMsiHa 6e3 mpoMmsiHa 1 aKTMBHOCT, BEpOSITHA IPOMSHA B
KIIMHUYHOTO ChCTOSIHUE
6e3 mpoMsiHa l l BEpOATHO OBOPEYHO aHraXkupaHe
l l ! BEpOSATHO OBOPEYHO aHTaXKUpaHe
1/6e3 mpomsiHa ) 1 BeposTHo uHdpexius, HeoOX0AUMO €
n3ciensane Ha CYE, CPIT

IIporno3a npu 6osnnTe cbe CJIE: Ts e BaxkHa C orjen Ha paHHaTa M KbCHATA CTPATETUsl IO OTHOLIEHHE
Ha KOHKPETHUS OOJEH.

IIpu3Hanu, npeacKa3Bamy HeGJIArONPUSTHA MPOTrHO3a

Knunuunu 6enesu

1. Hagano na 6onectra npeau 20-25 roauiHa BB3pacT.

2. Pa3BuTHE Ha KIMHWYHU TIPOSIBM C HEOJarompusaTHa NpPOTHO3a B IBPBUTE 3 TOAMHM OT HA4yaJoTO Ha
Oonecrra.

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

4. bpp3a €BONIOUMS C YECTH MPUCTBIIM M BUCOKA AKTUBHOCT, MPH JIEYEHHWE HE MOXKE J1a C€ JIOCTUTHE
KJIIMHUYHA PEMUCHS ¥ IOYTH HUKOTa HE C€ IOCTUTa UMYyHOJIOTHYHA PEMUCHS.

Hmynonozuynu 6enesu
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1. I[Tepcuctupama XunokoMIieMeHTeMust Ha Cs,

2. Ilepcuctupaima xunokomiuieMentemus Ha Cs , Cy,

3. YcranossiBane Ha mosuiieHu anti-dsSDNA At u aHTHTeNa Cpelly eKCTpaxupyeMu aHTHT€HU B €IMH U ChII[
cepyMm.

4. Ycranossisane Ha mopuiieHn anti-dsSDNA AT, anTutena cpeiry eKCTpaxupyeMH aHTUreHd U Hucku C3
(hpakuy Ha KOMIUIEMEHTA B €MH U CHII] CEPYM.

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

[Mpu3Hau, npeacKa3Bamy 0JaronpusiTHA MPOrHo3a

Knunuunu 6enesu

1. Hauano Ha Gonectra cien 40 roguiiHa Bb3pacr.

2. IlocreneHHO HAYaIO C IBJIBT MPEIKINHIYEH TIEPHO.

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

4. [IpucThnuTe ca peKy U 4eCTO Ce JOCTHUTa A0 ITBJIHA KIMHUYHA, TIOHSIKOTa U 10 UMYHOJIOTHYHA PEMUCHS.
5. AconMmpaHnTe YCIOXKHEHHUS ca PEAKH, TPETUMHO BMETHATH HHTEPKYPEHTHU HH(EKIINH 1 OCTEOIIOpo3a.
Hmynonoeuunu benesu

1. Hopmannu HuBa Ha cepyMHus Cs,

2. Hopmannu nuBa Ha cepymuus C; ,, C4 B €JUH U ChL CEPYM.

3. Psanko ce ycranoBsiBat nosuineru anti-dsSDNA At u aHTHTeNa Cpelly eKCTpaxupyeMu aHTHI'CHU B €IMH U
CBII CEPYM.

4. Paaxo ce ycranoBssat nosuineru anti-dsSDNA Art, antuTena cpemry eKCTpaxXupyeMH aHTHTEHH W HUCKU
C3 ¢pakuny Ha KOMIUIEMEHTA B €IUH U CHIIl CEPYM.

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

6. B reneruunata gopmyia ce yctaHOBSBAT 4ecTo Ajg; Bs; DRa.

7. YecTo € Hanuie XamaoTHII Aq1Bs,

JAudepennnanna nuarno3a na CJIE:

1. PeBMaTu4HM 3a00sBaHUS, TPOTHUYAIIHN ChC cCUMITTOMH, 001H ¢ Te3u rpu CJIE.

2. XpoHn4yHH (HeOpUITHH CHCTOSHMUSL.

3. HeormnactuyHu mporec.

4. AcumnroMmuu 0oitHU ¢ onoxkuterHr ANA.

5. [TepBrueH aHTU(HOCHOTUIHICH CHHIPOM.

JleueHue npu 60JHU CHC CUCTEMEH JIYIyC epUTEMATO3yC
Iea: [TocTurane Ha KJIMHUYHA U UMYHOJIOTUYHA PEMUCHS.
JleyueHneTo MMa iBe OCHOBHU CTPAHM: XUTHEHHO-INETHYECH PEXXUM U dapMaKkoinornyna tepanus. BaxHo e
n30sArBaHETO HA BCUYKU HOKCH, KOUTO BJIomaBaT jiyrycHara oonect. Ha 6oinnute cbe CJIE ce 3a0pansina:
e 3narane Ha yaTpaBHoIeTOBH JbuM (MHAyIMpaT cuate3arta Ha ANA B koxata)
e [lpwiarane Ha BakcuHHM (KMBH WiM yOUTH, OaKTepHaIHUTE AHTHI'CHH Ca MOIICH HMHAYKTOp Ha
CHHTE3aTa Ha aHTUHYKJICAPHU M aHTU(POCHOIUIUIHN aHTUTEA)
e MH3znoa3BaHe HA KEHCKM MOJOBU XOPMOHH
e VYnorpe6a Ha HAKOM JeKapcTBa — TMEHUIINHYN, 1e(aJocmopuHu, TyOepKyIOCTaTHIIH,
cyndonamuau. 3abpanara € OTHOCUTEITHA.
e Jlpyru JexapcTBa, 3a KOMTO € HW3BECTHO, Y€ HMHAYyLHMpaT CUHTe3 Ha aHTuHykieapuu, ACL,
AHTUXMCTOHOBU aHTUTENA U TPsIOBa Aa ce M3IMOJI3BaT ¢ NOBUIIEHO BHUMaHue ripu 6omHu cse CJIE ca:
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XUApanasuH, MpokanHamun, B-Omokepu, Cuprenil, comun wa 3maroro u apyru. 3abpanarta ¢
VHAWBHIyaJTHA | IO MPEIICHKA Ha JICKapsl.
Hpyr Baxken momeHnt npu Oonaute cbe CJIE e HeoOxommmocTTa ma ce yekyBaT (hoKanHH WH(EKIHH H
THOMHHUITYM, TBU Karo OaKTepUaJHHWTE AHTHICHM ca MOIICH WHAYKTOpP HAa CHHTE3a Ha AaHTUHYKJICApHH
aHTHTENA, HAKOU OT aHTUTCHUTE Ca T.HApP. CYIICPAaHTUTCHH.
BpemenHoct, abopT, paxmaHe ca CHOWTHS, KOHWTO BJIOIIABAT MPOTHYAHETO HA CUCTEMHHS JYIyC
eputematosyc. Ilo Bpeme Ha msnara OpeMEHHOCT, [0 BpeMe Ha U cje]l paKIaHeTo, NalueHTKara TpsoBa aa
ObJlc Ha0JIF01aBaHA OT OMUTCH PEBMATOJIOT.

JlekapcTBa 3a nedenue Ha CJIE:
1. AHTHMAJIapUIMTE CE M3IOJ3BaT MPH OOJHH ChC CUCTEMEH JIyIyC €pPUTEMATO/EC C JieKa 0 yMepeHa
AKTUBHOCT, HJIHM KaTo JOMbIHUTeNHA Tepanus npu Texku CJIE. YcranoseHo e, de ynotpebara Ha Ta3u rpymna
JIeKapCTBa HAMAJISIBa PHCKa OT PELIUIMBHU MIPH OOTHUTE ChC CUCTEMEH JIYITYC.

e Chloroquine (MKB M32.0, M32.1, M32.8) — mpenopbunTenna aHeBHa mo3a < 3 mg/kg - 250

mg/mHeBHO.

VYnotpebara na chloroguine e cBbp3aHa ¢ pPa3BUTHETO HAa MUTMEHTA MaKyJIONATHs MOpaad OTJaraHe Ha
MEIAaHWH B PETHHAIHHUS CIHUTCIHYM, KOXHHM TIHMIMEHTAIlMd T-Hap. Te3aypu3Mo3u (depHo-kadsBa
OUTMEHTANUsI [0 TpeAHaTa 4acT Ha noxdeapuiure). [TUrMeHTHAaTa MaKyJIOMaTHs Hajara MW3CICIBaHE Ha
OYHHU JbHA Ha 3-6 MECeYHU UHTEPBAIIH.

2. Hecrepounnu mnporuBoBb3nanureann JekapcerBa (HCIIBn) — rpyma nmekapctBa, uHXHOUparm
neiicteuero Ha rukinookcurenasute (COX-1, COX-2), eH3uMH KOMTO MMAT KJIIOYOBA POJIS B CHHTE3aTa Ha
MPOCTArJIAaHIMHU, MEIHATOPH C MOIIHO POBB3MAINUTETHO JICHCTBHE.

HCIIB1 ce npuiaraT ycnemHo npu KOHCTHTYILIMOHAIHH MPOSIBU, CEPO3HT, MYCKYJTHO-CKEIIETHO aHTKHPaHEe
(apTput/aprpanrum/muanruu) npu 6onHu cbe CJIIE.

Haii-BaxHuTEe HEXENaHW CTPAaHUYHH PEAaKIMU Ca TaCTPOWHTECTHHATIHO KbpBEHE, TYOYJIOMHTEPCTHIINAICH
HepHUT U pa3BUTHE HA TOKCUYEH XETaTUT.

3. KopTukocrepouan — rpymna jekapcTBa, KOUTO Obp30 MOATHCKAT MPOsIBUTE Ha Bh3maneHue. Jlozara Ha
KOPTHKOCTEPOU/Ia Ce OTpe/IeNis OT CTENIeHHATa Ha aKTHBHOCT:
e Prednisone 5-10 mg AHeBHO Wi EKBUBAJICHT — IIPH JIeKa JI0 yMEPeHa aKTHBHOCT
e Prednisone 10-30 mg anerno (0.5 mg/kg/day) nnu ekBHBaJICHT — IPH YMEPEHO TEXKKa aKTUBHOCT
e Prednisone 1 mg/kg/day nnu exBuBaieHT — IPH TE€XKKA aKTHUBHOCT
e Methylprednisolone (MKB M32.1, M32.8)
e IlyacoBa Tepamusi ¢ KopTukocrepouan — 3 mopexnu auu mo 1000 mg methylprednisolone
MHTpaBeHO3Ha arutukaiyst, pasrBoper B 250 ml 0,9% NaCl, npuioskeH 3a KpaThK IEpUO]] OT BpEMe —
30-40 munyTH. KnuHHYHATE MTOKa3aHMS 32 TIPOBEXKIAHE HA ITyJIC TEPaITus ¢ KOPTUKOCTEPOUJIN Ca:
- Jlynycen Hedpur
- Backymur
- Hesponymnyc
- Ilynmownwur, 6enoapoben Backynut, ARDS
- Bucoka o0ma akTHBHOCT
- Kapaur.
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4. AMyHoOCYNIpeCMBHH JIEKAPCTBA — PA3JINYHA HMYHOCYIIPECOPH, C Pa3HOOOPa3HU MEXaHU3MHU Ha JICHCTBHE
ce mpuiarat npu OOJIHM ChC CUCTEMEH JIyIyC eputeMaTo3yc. M300pbT Ha MMYHOCYIIPECOp CE OMpPEeAes OT
BOJICIIITE KJIMHUYHK TPOSBH, aKTUBHOCTTA Ha 0OJIeCTTa, MpHUIpYXKaBaImuTe 3aboisBanus, compliance Ha
MaIrMeHTa.
e Azathioprine — 1-2 mg/kg/day
e Mycophenolate mofetil — 1-3 gr/day — u3mon3ea ce 3a MHAyHHpaHE HAa peMHUCHs TPU OOJHHU C
TyIyceH HeQpHuT
e Methotrexate — 5-25 mg/cenMuuHO, TPUIIOKEH IIEPOPIHO HIU MapeHTepanHo (IOAKOXKHO HIIH
MYCKYJTHO)
o Leflunomide — mpuiara ce B Hacumiamia go3a 3 nmopeaau auu o 100 mg/day, cien koeto 20 mg/day
e Cyclophosphamide — o6ukHOBeHO ce mpuiara kato mysc Tepamust B go3a 0.75 — 1 gr/m? B 6-12
MOPEJHA Mecela MPH CTPOTH KIMHUYHHU IMOKA3aHUs: JIyIyCeH HEePPHT, HEBPOIYIYC, BACKYJHT,
6enonpoben Backymut. [Ipeaxoxma ce ot mysc tepamnus ¢ Methylprednisolone 8 1 wiu 3 nau.
S. BnosornyHa repanus
e Belimumab (MKBb M32.1, M32.8) — Gmokupa pasrBopumusi BlyS ctumymnatop, kato mo to3u
HAYMH HE MO3BOJIsIBA HA B MTHM(OUUT CTUMYITUpAIIHs IPOTEHUH Ja CE€ CBBPIKE ChC ChOTBETHUTE
peLenTopy Ha MOBBPXHOCTTA Ha B kieTkuTe, KOSTO BOAM 10 aHEprHs WIM amonro3a Ha B
TUMQOIUTHUTE.
e Rituximab
e HurpaBeHo3Hu uMyHoro0yauHu - Immunovenin intact ce npennucsa B n1o3a mexay 250-
500 mg/kg i.v., karo Haii-uecTo ce mTpWIara B TPH aIUIMKAIMK Mpe3 JeH. Haii-uecto
HaOJII0IaBaHUTE CTPAHWYHHU TPOSBH Ca TEMIIEPATypa, MPHIAPYXKeHa ¢ BTPUCAHE, TJIaBoOOJIHe,
apTPWITUHM, MHUAITUK. B  eXenHeBHaTa pPEBMATOJOTMYHA MpPAKTHKA HWHTPABEHO3HHUTE
UMYHOTJIOOYJIMHY HAMUPAT MPUIIOKCHUE TIPH:
- CHCTEMEH JIyIlyC EpUTEMATO/IeC C BUCOKA HMYHOJIOTHYHA aKTHBHOCT
- CHCTEMEH JIYIyC epUTeMaTo/IeC, POTHYAIL C IepeOPOBACKYJIHT, JIYIyCeH He()PUT, BACKYIIUT
W/WIH QBTOMMYHHA XEMOJIMTHYIHA aHEMUSI, TPOMOOIIUTOTIEHHSI
- CHCTEMEH JIyIyC epUTEeMATo/IeC C Mo IekKan] aHTU(HOCPOITUIHICH CHHIPOM
- aHTUOCONHUIHIICH CHHIPOM C MOBTAPSIIIH CE CIIOHTAHHU a0OPTH U HAJTMYHA
OpeMeHHOCT
- CHCTEMEH JIyIyC epUTEMATO3yC C MOBTAPSIIHU Ce HH(EKIIUH.
6. JlekapcTBeHH MPOIYKTH, KOUTO Ce MPUJIATAT M0 CHENHATHN KIMHUYHU MOKA3AHUS
e Dapsone — 50-150 mg/day — npocJiesiBaT ce HUBa Ha METXEMOTJIOONH
e Thalidomide — 50 mg/day
e Cyclosporine — 5 mg/kg/day — nmpocneasBat ce cepyMHM HUBa

Onucanure JjekapcTBa ce Npwiarar Npd: TOPIUAHM YIKYCH, TEXKKH NaHUKYJIUTH, HEKPOTH3HUPAIH
BacCKyJUTH, MONuXoHApuTH. [lpn ynoputu Ha nedeHne HehpHUTH, IPH UMYHOKOMILJIEKCHA OOJIECT ¢ BUCOKHU
HUBa Ha [UPKYJIUpalld WUMYHHH KOMIUIEKCH MOXE Ja ce TPWIOKH M 1nazmadepesa, mpu Jmrca Ha
UHQEKIHH.

IIpu neyennero Ha 604HU cbe CJIE Hail-uecTo 10MyCKAHUTE IPELIKH €a:
1. B HayanoTto Ha BCEKH NMPUCTBHI, NPU U3Pa3E€HA aKTUBHOCT HE C€ MpUJara HyHaTa (papMaKoJOrM4YHa
Tepanus ¥ NPaBUJIHA 1034.
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2. Pano, oie ¢ mppBUTE MPHU3HAIM HA MOJOOpEHUE, ce MOHUKABA J103aTa Ha JIEKapcTBOTO. BaxkHo € na ce
3Hae, Y¢ aKTUBHOTO JICUYCHUE Ha €UH NMPUCTHII Ha OojiecTTa Tpae Hail-maiko 3-6 mecenma. ToBa € Taka,
3amoTo Oene3nTe Ha aKTHBHOCT Ca caMO HaJBOJIHATA YacT HAa €IUH aiicOepr OT UMYHOJIOTHYHH ITPOMEHHU H
CUHTE3MpPaHU aHTUTEINA.

3. [lpu Biu3aHe B peMHcHs peauiia OOJIHU Ce YyBCTBAT JOOpPE M CIIMPAT CAMOBOJIHO MOJTHPKAIIOTO
JICYCHHE.

4. He ce mo3HaBarT B JCTailJld JIEKapCTBaTa M TEXHUTE HEXeNaHH e(EKTH, MOpaaud KOETO CE JOIMyCKaT
HETPABWIHU KOMOMHAIIMY MEX/TY TAX U HCHaBPEMEHEH KOHTPOJI HA CTPAHUYHUTE UM JICHCTBUSI.

2. TIPOTPECUBHA CUCTEMHA CKJIEPO3A (no MKB kox M34.0)

2.1. le¢punuums:

CucremMHaTa ckiiepo3a € KIMHUYHO XETepOreHHa, MYITHUCHUCTEMHA, Mporpecupaiia aBTOMMYHHA
0oject, KOSATO ce XapaKTepuszupa C YBpPEeKIaHE HA MHUKPOIUPKYIalMsATa M OTJIaraHe Ha
ChCIMHHUTEIIHATA THhKaH B KO)KaTa M BBTPEIIHWTE opraHu. KoXXHOTO 3acsiraHe, HapH4YaHO OIIE
CKJIepoJIepMa, € Hall-XapaKTepHUs KIIMHWYEH CUMITOM IIPU CUCTEMHaTta ckiieposa. Ckiepoaepmara
ce paszens Ha JIB€ OCHOBHHM (OpMH — JIOKaJIM3UpaHa CKIEpoJiepMa, OrpaHWYEHA B KoOXKata M
MOJKOKHATa ThKaH M CHUCTEMHA CKJIepo3a, 3acsraiia Ko)kata M BbTpemHuTe opraHu. OT cBos
CTpaHa, CUCTEMHATa CKJIepo3a ce pasleis Ha JBa BUJAA - orpanmueHa W audysHa. OrpaHumyueHaTa
CHUCTEMHA CKJIEPO3a CE MPOABSBA ChC CKICPOACPMHUS IJIABHO Ha PBIIE, MIPEAMUIITHHIIM, ITO-MAJIKO Ha
mune U mms. Judys3Hata cucTeMHa CKIepo3a ce XapakTepusupa ¢ Audy3Ha KOXKHA CKIEpo3a U
3acaraHe Ha pa3jINYHU BHTPEIIHH OpPTraHHu.

CucreMHaTa CKJIepo3a Ce€ XapakTepu3upa C Pa3HOOOpa3HH KIMHUYHU CHUMITOMU U CHHIPOMH,
oInMcaHu B Ta0auna 1.

Tabauua 1. I1aTo/I0rH4HU NPOSIBY NMPHU CUCTEMHA CKJIEpo3a

Koxa CunapoM Ha PeliHO; CKIIepOIaKTHIINS; SI3BH 110 BbpXa Ha MPHCTHUTE;
CKJICPOJICPMHS 110 KPaHHIIH, JIUIIE, M, TOPC; TeJIeaHTHeKTa3UH;
KaJIIUHO3a

Bsit npo6 bazanna 6enonpobna ¢hnbpo3a; 6enoapoOHa XUTIEPTOHHS

Cobpue Apurmun; MuokapiHa (puoOpo3a; 3acToiiHa ChplieuHa HeJJOCTaThYHOCT

MycCKyITHO-CKelleTeH Aptpurt/aprpanrus, @ubpo3a Ha cyxoxuiaau Baaranumia (tendon friction

armapat ribs); craBHM KOHTPAKTypH; MHOTIATHS

['acTponHTECTHHAIICH E3o¢aromnarus; TBHKOUYPEBEH XUIIOMOTHUIUTET

TpaKT

Bbropenn Scleroderma renal crisis ( ManuraeHa XunepToHuUs, OBP30NPOTpecuparia
OBOpeyHa HeJJOCTATBYHOCT)
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2.2. EnuaeMuoJ10rug:

[IporpecuBHaTa cHCTeMHa CKJIepO3a IO JUTEPATYpPHH NaHHH ce cpema ¢ dectora 21.2/1 muH.

HaceJieHue. Y CTaHOBEHO €, Ye OOMKHOBEHO CE pa3BHBa BBB Bb3pacTTa 45-65 ronunu, 3-5 mbTu 1o-

YECTO IMPH KEHHU.

2.3. Jlnaruo3a Ha NporpecMBHATa CUCTEMHA CKJIepo3a:

Jluarnosara Ha CHCTEMHAra CKJIepo3a C€ OCHOBaBa Ha M3IIBJIBAHETO Ha OIpEICICH Opoii

ANArHOCTUYHH KPUTCPUU.

ITpe3 2013 ron. ACR/EULAR my0iukyBar HOBUTE KIaCH(HKALMOHHH KPUTEPUU IPU CUCTEMHA
CKJIEpPO3a, KaTO Te3U KPUTCPUH CE€ TPUIaraT u KaTo JUarHocTu4yHu (Tadauma 2).

Taomuua 2. Knacupuxaunonnu kpurepuu Ha ACR/EULAR (2013) npu cucreMua ckJjiepo3a

Kpurepuii IHoaxpurepuii Score

VirbTHEHHE Ha Koxata (CKIepoaepMus) Ha - 9
MPBCTHTE HA PBIIETE, POCTUPALIO CE
MPOKCUMATHO OT MeTakapnoQalaHreaTHUTe
CTaBU
(mocTaTbueH KpuTEpHii)
VILThTHEHHE Ha KOXKaTa Ha IPHCTHTE Puffy fingers 2
(B3eMa ce BIpeBH/I CAMO IO-BUCOKHSI CkilepogakTHIIMS HA PBCTHTE 4
score) (mucTanmHO OT MeTakaprodanaHreaTHUTe

CTaBH, HO MPOKCHMAITHO OT

MPOKCUMATTHUTE UHTEepQaTaHTeaTHH

CTaBH)
Jle3um 1o BbpXa Ha MPBCTUTE JIMruTajHu yjauepanudu Mo Bbpxa Ha 2
(B3eMa ce BHpeABH] CaMO IMO-BHCOKHS | MPbLCTHTE 3
score) ToukoBuanu Oeje3n MO0 BbpPXa Ha

NPBCTUTE
Teneanruexrasuu - 2
AOHOpPMHA KalMJIIPOCKOIICKA KapTHHA - 2
[TynmoHnanmHa apTepHaiHa XUIepTOHUS [TynMoHnanHa apTepHaniHa XUIepTOHUS 2
W/WJIM UHTEPCTUIMATHA OenoapoOHa HuTepcrunmanto 6e1oapooHo 2
¢hubdpo3a 3aboIsiBaHe
Cungapom Ha PeiiHo - 3
[MonoxwuTenHu cKIepoiepMa-CBbp3aHu Awnrtunenrpomepun (antu-CENT) At 3
AHTUHYKJIEApHU aHTUTENA Awnrturononzomepasnu (antu-Scl-70) At 3
(aHTHUIICHTPOMEPHH, aHTUTOIIOU30MEPa3HU AmnTnrena cpemy PHK nmommvepasa 111 3

(anT-Scl-70), antu-PHK momumepasa 1|
(MakcumaJsHus Score e 3)
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*Te3u Kpumepuu He ca RPULOAICUMU NPpU OOJHU, NPU KOUMO KOJNCHOMO YNIbMHEHUe He € 3ACecHANO0
npvcmume, Kakmo u npu OOIHU CbC CKIepodepma-nodobuu 3zaboassanus (Hegpoeenna ckaepozupawa
¢dubposa, cenepanuzupana mopghes, eosunopuien hacyuum, ouabemna cKiepooepma, CKiepomMuxrceoem,
nopgupus,epumpomuanzus, lichen sclerosis, graft-versus-host disease ).
*Ipu 601U ¢ 00w ckop > 9 ce nocmass OuaAeHO3a CUCMEMHA CKAePO3d.

2.4, JIudepeHnmnajHa JHACHO3a HA CHCTEMHATA CKJEpP03a ¢ I[IMPOKA W BKJIIOYBA TOJISIMO
pa3HooOpasue OT 3a00JISIBAHUSA U ChCTOSIHHUS, KOMTO MPOTHYAT C XPOHUYHO YIUTBTHECHHE Ha KOJKaTa
(radauuna 3).

Taoauna 3. JIndepeHnmanna auarHo3a Ha CHCTOSIHUSITA, MPOTHYAIA C XPOHHUYHO KOKHO
yILTbTHEHHE
CucremHa ckieposa 1. OrpaHuyeHa CUCTEMHA CKJIepO3a
2. JludyzHa cucteMHa cKkiepo3a
3. TlpunokpuBay CHHAPOMHU
» Bomect Ha Sharp
» CucremHa ckieposa/llomuMmuosuT — ,,cCKIepOMHO3UT
» CucreMHa ckiepo3a/PeBmaTonieH apTput
* CucTeMHa CKIep03a/CUCTEMEH JYIyC epUTEeMaToIeC
Jlokanuzupana 1. Mopdes
CKJIepoepMa 2. JluneapHa ckiepoaepma
Cxiepenema 1. Cxnepenema na Buschke
2. JlmaGeTHa ckiepenema
3. Ckiepenema npu HOBOPOJCHU
CknepoMukcenem *  V3BBHKIETHYHH MYIIMHOBH JETIO3UTH B KOXAaTa W BBHTPEIIHHUTE
opraHu
= Aconumpa ce ¢ mpoayKuusi Ha MoHOKJIOHaTIHHU 1gG npoTenHn
Eo3unodunau 1. Eosunodunen daciuut (qudyseH GacuuuT ¢ e03HHOPIIHS, 00IECT
CUHJIPOMHU ma Schulman)
2. Eo3uHOQWINSA-MUANTHS CHHAPOM
3. Toxic oil syndrome
MeTaboMuTHH 1. Porphyria cutea tarda
3a00IsIBaHuUs 2. OeHHUIKETOHYpHUS
3. Cungpom ra Werner
4. Axpowmeranus
IIceBnockieponepma » JlokayiHa arytukaius Ha ButaMuH K, GJI€OMHIIMH, IETHA30IMH
Hedporenna » TIporpecuBHa cucreMHa ¢Gpubpo3a npu 6osHE ¢ end-stage 6v0peuna
CHCTEMHa CKJIEp03a HEJIOCTaThYHOCT
Chronic  graft-versus *  AJIOreHHa TPAHCIUIAHTAIMS HA XEMOIOSTUYHHU CTBOJIOBU KJICTKH
host disease
(GVHD)
Penxu 3abomnsBanus 1. TaxuaepMoOnepuOCTHT
2. POEMS (monmueBpomatusi, OpraHoMeraius, €HIOKPHHOIATHS,
MOHOKJIOHAJIHA raMaraTHs)

2.5. Jleyenne Ha MPOrpecMBHATA CHCTEMHA CKJIepo3a
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IIporpecuBHaTa cUCTeMHa CKJepo3a € CHUCTEMHO 3a00JiiBaHE HAa ChEIUHHUTEIHATA ThKaH, KOETO
TPYZHO c€ MO/J1aBa Ha JieueHue. JIedeHneTo npu CKIIEpoJepMHUs Cce OCHOBABA HA CUT'ypHa JIMAarHo3a,
oIpeJiesIssHe MOJIBUA Ha MPOrpecMBHATA CUCTEMHA CKJIepo3a CbOOPa3HO MMYHOJIOTHYHUS ITpoduI,
cragus Ha 0oJjecTTa, OpPraHHUTE IMOJIAXKCHUS, KAKTO W HAJTUYMETO Ha NMPHUIIOKPHBAIIM KIWMHUYHU
posABH. JIeKapCTBEHUTE CPEACTBA IIPU CUCTEMHA CKJIEPO3a BKIIIOYBAT:
* lmyHoMonynaTopHa M aHTH(QUOpPOTHYHA Tepamusi WIM TOBa ca 00J1eCTONPOMeEHS U
JIEKAPCTBEHH CPeACTBA

- .HeKapCTBeHI/I cpeacrea M3IO0JA3BAHU ITPU PA3JIMYHUTC OPraHHU IOPAKCHUS.

A.]'Il"OpI/IT’bM 3a JICHCHHUE Ha IIPOrpeCcuBHaATa CHUCTEMHA CRJIEPO3a

IlonBun, crammii

A 4 A 4

HNmyHocynpecuBHa AnTHGUOpOTHYHA

TCparuia v TCpaIlunsa

OmnpenensiHe Ha pUcKa CIIOpe]] CTaaus U
THUIIA CUCTEMHA CKJIEp03a, KaKTO U

npoduiia Ha aHTUTENaTa
[TynmonanHa apTepuanHa
XUTEPTOHUS l
(mpocTauKInHY,
€H/I0TeJIMHOBH PelenTOPHH CKpHUHUHT 32 BUCLEPAIIHH MPOSIBU Penanna kpusa
AHTATOHHCTH, HHXUOUTOPH -— (ACE unxuburopm)
Ha docdoauecrepasa-b) / \\‘A
l l Aptpur
Muo3ur (HCIIB#, aHanreTuIm)
(kopTHKOCTEpOUI, CEPB DuGpo3Mpan
MeToTpekcar) (nHXHOUTOPH Ha AJIBEOJIHUT ®eHomen Ha Peiino
2+
NPOTOHHA MOMITA) (Cyclophosphamide) (Ca“" amTaronucTn)

IMpenoprkn Ha EULAR/EUSTAR 3a sledeHHe Ha NpPOrpecMBHATA CHCTEMHA CKJIEpPO3a.
HpeHOp’BKI/ITe C€ OCHOBaBaT Ha KOM6I/IHaI_[I/I$I OT J0Ka3aTcjiCTBA, YCTAHOBCHU B IIPOBCIACHU
PaHAOMU3HUPAHU KIMHUYHY IIPOYYBAHUA U IIPUETU KOHCEHCYCH.

2.6. Ipenopbku Ha EULAR/EUSTAR npu ckjiepoaepMa-cBbp3aHa BacKyJI0NaTHs.
1. Cungpowm Ha Peiino

a) JIuXuapornupuInHOBH Ca’" antaronucru
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= Nifedipine — mekapctBo Ha mbpBH H300p; B mo3a 3 x 10-20 mg o

MaKCuMaJIHa J03a OT 30-60 Mg, HaMasIBa 4eCToTara M TEXKECTTAa H

HCXEMHUYHUTEC aTaKu.

b) BeHO3HM U EpOpaIHH IPOCTAHOM U

= lloprost — 0.5-2 ng/kg/min urdy3us B 3-5 mocineaoBaTeIHA THH WK 2 X

50-100ug mepopaliHO TPHIIOKEHUE.

c) Ilepudepnn BazoanaaraTopu

2+
HuxuaponupuauaoBd Ca”  aHTaroHUCTH ca JIGKAPCTBEHO CPEJCTBO Ha IbPBH HM300p MpH

CKIIepoJiepMa-CBbp3aHusd cuHapoM Ha Peiino. Ilpm Heycmex OT TAXHOTO MPUIIOKEHHE CE

[IPENOpbYBAT UHTPABEHO3HU IPOCTAHOUIH.
2. JluruTanHu yauepanuu

a) lloprost — 0.5-2 ng/kg/min undy3us B 3-5 nmociie0BaTeIHU THU; YCKOPSBa

03JpaBsABAHCTO HA JUTUTAJIHUTC YILCpallku, KaKTO U MpEara3Ba OT CI)OpMI/IpaHeTO

Ha HOBU SA3BHYKU.

b) Bosentan (MKB M34.0, M34.1, M34.2, M34.8) — IBOCH €HIOTCIIMHOB PEILEITOPEH
AQHTAroHHUCT; B J103a 2 X 62.5 MQ nHeBHO 3a 4 ceaMmulHM, ciien koeTo 2 X 125 mg;

npeama3Ba OT pasBUTUETO HAa HOBU yJICpalluN.

Bosentan ce npenoppuBa npu audy3Ha CUCTEMHA CKJIEpO3a C IUTUTAIIHU YJILEpaluy, IIpH JIMIIca Ha

e(l)eKT OT IMPUIIOKCHUCTO Ha MMTPOCTAHOUIH.

[Ipenopbku

Cuna Ha
npenopbKara

I. CkJiiepoiepMa-cBbp3aHa JTHTHTATHA BACKYJIONATHS

2+
Mera-aHau3 3a IPUIOKCHUETO Ha AUXUAPONUpHIMHOBH CA~ aHTarOHUCTH M MeTa-
aHaIn3 3a TMPHIOKEHHeTo Ha BeHo3Hu mpocranoum. Nifedipine u uHTpaBeHO3HO
npuioxenne Ha |l0prost HamansBat 4ecToTaTa M T&KECTTa HAMCXEMUYHUTE aTaku

A

JuxumpormpuanHon Ca”®  amrarommern, obukroseno Nifedipine, cpemcrBo Ha
bpBH U300p mipu SSC-cuHApPOM Ha PeiiHO, M MHTPABEHO3HHU MPOCTAHOM/IN TIPH TEKBK
cuHIpoM Ha PeifHo, pa3Bui ce B X0J1a Ha MPOrpEeCHBHA CHCTEMHA CKJIEpPO3a

JlBe paHIOMHM3MpaHW KIMHUYHU TIPOYYBAHHSA JIOKa3BaT, Y€ HHTPABEHO3HUTE
NPOCTAHOWM, KOHKpeTHO uHTpaBeHo3Hus lloprost, ca edextuBHU  1pu
03[IpaBsBAaHETO HA AWTHTAIHUTE YJILEpaUuu Mpu O0MHU cbc SSC. MHTpaBeHO3HUTE
MPOCTaHOUIM TPAOBa /a ce M3MOJI3BAT KaTo CPEACTBO 3a JICUCHHE Ha JUTHUTAJIHUTE
yJnepanyu

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

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

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

MPOCTAHOUIH
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B Brarapus cniopex KpaTkaTa xapakrepucruka Ha npoaykrute (KXII):
2.6.1. CkiepoaepMa-cBbp3aHa BacKyJonaTus.
1. Cunapowm Ha Peiino

+
a) JluxuapormpuamaoBn Ca’’ aHTArOHMCTH — He ca NOKA3aHHM 3a JICYCHHE HA
CKJIEpOJiepMa-CBbP3aH CUHAPOM Ha PeliHO cnopel KpaTkara XapakTepUCTUKa Ha

MPOJIYKTA.
b) BeHO3HM MPOCTAHOMIU WK MAPCHTEPATHU Ba30ANIATATOPH

= lloprost — xonmentpar 3a wuH(py3uoHen pastsop 1mI/0.027mg;
2ml/0.067mg. Ilpunara ce moa ¢opMara Ha WHTPaBEHO3HA HH(Y3US B
no3a 0.5-2 ng/kg/min. Crnopen KXII ¢ mokasaH 3a Jie4eHHE Ha TEKBK
MHBAJIAIN3UPALL CUHIAPOM Ha PeliHo.

c) Ilepudepuu BazoauaaTaTopu

= Naftidrufuril Tabnerku 50 mg, 100 mg u 200 mg. npenopsUKUTEIHATA
nHeBHa no3a ¢ 300-400 mg 3a jedyeHwe Ha TEpUPEPHH CHIOBU
HapyIIeHUsI, CpeJl KOMUTO M CUHApOM Ha PeliHo. JledeHueTo moxe na
npoabJku oT 1 10 6 Mecernia.

2. JlurutamHu ynuepanuu.

B kpaTkaTa XxapakTepUCTHKa HAa IPOJYKTUTE Ha IIODrOSt u Bosentan Hsama TCPAICBTUYHO ITOKAa3aHUC

AUTUTAJIHU YIICpalluy IpHU IIPOrpeCUBHA CUCTEMHA CKJIICPO34a.

2.7. lpenopbku Ha EULAR/EUSTAR npu ckiiepogepMa-cBbp3aHa MyJIMOHAJHA apTepHaIHa
xunepronus (SSc-PAH).
1. EHaoTenuHOBU pelieNTOPHU aHTarOHUCTH

a) Bosentan (M34.0, M34.1, M34.2, M34.8) € KOMIIETUTUBEH €HJOTCIIMHOB PEIECITOPEH
AHTAroOHHUCT, C JOKa3aHa e(PEeKTUBHOCT P OeoapoOHaTa apTepraiHa XUIePTOHHMS,
pa3BHBaIlla CE€ B XOJa Ha NPOTPECHBHA CHCTEMHa CKJeposa. IIpermopbumTeHaTa
JTHEBHaA J103a ¢ 2 X 62.5 Mg 3a 4 ceqmuiy, ciex koero 2 x 125-250 mg. [TomoOpsisa
busHUecKus KanaureT, QYHKIHOHATHUS KJIac, HIKOH XEMOAMHAMUYHN MTOKA3aTelIn
U MPESKUBSIEMOCTTA Ha OOJHUTE.

b) Ambrisentan (127.0; M34.0; M34.1; M34.2) e nepopalHO aKTUBCH aHTArOHHUCT Ha
engorenuHoBure peuentopu (ERA) or kmaca Ha mponaHoBara KHCENWHA,
cenektuBeH 3a peuenropa Ha eHgotenuH A (ETa). Ilokasan e 3a sedeHue Ha
OenonpoOHa aprepuanHa xurneprtoHus (BAX) mnpu BB3pacTHM TAalMEHTH C
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¢ynkunonanen kiac (PK) mo C30 II mo III, BrmroumTenHo u 3a ymorpeba B
koMOuHHMpaHa Ttepanus. Jlokasana e eduxacHocTTa My npu uamonatuuHa bAX
(MBAX) u mpu BAX, cBbp3aHa cbc 3a00J5BaHE Ha ChEJUHUTEIHATA THKaH.
[IpenopbunTeiHa THEBHA /1032 5 mg / JHEBHO 3a 3allOYBaHEe Ha JICYCHUETO U B
3aBUCUMOCT OT KJIMHUYHHUS OTTOBOP M MOHOCHMOCTTA, J103aTa MOXKE Ja C€ MOBHUIIU
10 10 mg nHeBHO.

2. CenextuBHH 5-(hocdoauecTepazHu HHXUOUTOPH

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

omobpen 3a useuenue Ha PAH I, III, IV ¢yskouonanen kmac. B exno
PaHIOMU3MPAHO KIMHUYHO MPOYUYBAHE € JO0Ka3aHa HeropaTa e(peKTUBHOCT Ipu SSC-
PAH, «karo «ce ycraHoBsBa moJg00psiBaHe Ha (U3UYECKUS  KaraluTerT,
(GYHKIMOHATHHS KJIaC M HAKOM XEMOIMHAMUYHHU ToKaszarenu. [IpemoprunrtennaTta
no3a ¢ 3 x 20 mg, 40 mg, 80 mg, karo e moka3aH npu 60JHU 0e3 AoCcTaThYeH e(HEeKT

ot Bosentan.

3. Hutpasenozen Epoprostenol. Omodpern or FDA 3a nedyenune na texxka PAH (III, TV
GbyHKIIMOHAICH KJjac), Mpuwiara ce B NPOIB/DKUTEIHA HH(Y3Hs

2 ng/kg/min.

[IporuBonoka3zan e npu Texka JIK cucronna quchyHKIus u 6enoapoOeH OTOK.

[Ipenopbku

Cuna Ha
npernopbKaTa

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

JIBe paHIOMH3MpaHH KIMHUYHHM IPOYyYBaHHs yCTaHOBsBaT, 4ye Bosentan momgoOpsiBa
bu3ryecKus KamanureT, GyHKIHOHATHASA KJaC M HAKOM XCMOIMHAMHYHU MOKa3aTeJIH.
IToka3an 3a neyenue Ha SSc-PAH

A/B

JIBe paHIOMHM3MpaHH KJIMHUYHU MPOYYBAHUS yCTaHOBsBaT, ue Sitaxentan mogoOpsia
¢u3nueckus KamauureT, GYHKIUOHATHHUA KJI1ac M HIKOM XEMOAWHAMHUYHU ITOKA3aTelIH.
CoI110 oKa3aH 3a jeuenne Ha SSc-PAH

A/B

EnHo paHmoMusupaHo KIMHHYHO Tpoy4BaHe nokaszBa, d4e Sildenafil momgo0psisa
¢dusnuecknsi KananureT, QYHKIHOHAIHKS KJIAC M HSIKOM XEMOJMHAMUYHH ITOKa3aTeln
[pH MyJIMOHAITHA apTePUAIHa XUIIEPTOHUSI

A/B

Sildenafil moxe na ce n3non3sa 3a neuenue Ha SSc-PAH

EnHo panmoMu3npaHo KJIMHHYHO MPOYYBaHEe J0Ka3Ba, Y€ MHTpaBeHo3Hus Epoprostenol
no/o0psiBa (pU3MYECKHs KamanuTeT, PYHKIUOHAIHUS K1ac U HAKOM XEMOJUHAMUYHU
MOKa3aTelIy Npy MyJIMOHAJIHA apTepuainHa xuneptonus. Ilokaszan npu texxka SSC-PAH

2.7.1. CxJyiepoaepMa-cBbp3aHa MYJIMOHAJTHA APTEPHATHA XUIIEPTOHUA
1. EHIOTENMHOBH pelenTOPHU aHTarOHOCTH

a) Bosentan — Tabnerku 62.5m g u 125 mg, 3amouBa ce 2 x 62.5 mg 3a 4 cenMmuIy,

cJie]l KOETO Jio3aTa ce MmoBuiiasa Ha 2 X 125 mg.
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b) Ambrisentan — tabnerku 5 mr. IIpenoppunrtenHa m03a 5 mg BEAHBXK THEBHO 3a
3aIl0YBaHe Ha JICYCHUETO U B 3aBUCHMOCT OT KIIMHMYHHUS OTTOBOP W IMOHOCHMOCTTA,
j03aTa MOYXe Jia ce MoBuIy 10 10 mg JaHEBHO.

2. CenextuBHu S-pocdoauecTepazHn HHXUOUTOPH

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

2.8. Ipenopbku Ha EULAR/EUSTAR npu ckjiepoaepMa-cBbP3aHO KOXKHO aHTasKHPaHe
1. Metotrexate. B nBe panjgomMu3upany KIMHUYHYU POYYBAHUS € JOKa3aHa €PEKTUBHOCTTA
Ha MTX 1o oTHOIIEHHE KOXXHUTE MpPOSIBH, OLEHEHH upe3 T.Hap. Rodnan skin score.
[Tokazan 3a mpwiokeHue npu paHHara nudy3Ha ckiepoaepmus. IlpenopbunTenHara
no3a e 15 mg/cenmuyo.

[Ipenopbku Cuna Ha
npernopbKaTa

II1. CkiiepoiepMa-cBbP3aHO KOKHO AHTAXKUPaHe

JlBe paHIOMU3UpaHH KIMHWYHUA TpOy4YBaHHWs ycraHOBsBaT, 4ye MTX monoOpsia | A
KOXXHOTO 3acsiraHe mpu OojiHM ¢ paHHa audy3Ha SSC. He ca jqoka3aHu MOJIO0KHUTCITHH
e(eKTH BbPXY IPYTU OpPraHHU MOPAKEHHUE.

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

B Bwarapus cnopea kparkara xapakrepuctuka Ha npoaykrure (KXII):
2.8.1. CkJiiepoaepMa-cBbP3aHO KOKHO aHTAsKUPaHe
1. B kparkara xapakrepuctuka Ha Metotrexate Hsama TepaneBTUYHO MOKa3aHUE MPOrpecUBHA

CHCTEMHa CKJIepo3a. BeIipekn ToBa ocHOBaBaiiku ce Ha npenopbkute Ha EULAR/EUSTAR
Metotrexate ce u3moia3Ba KaTo MMYHOCYNPECHBHA Tepamnus HpHU OOJHU CbC CHCTEMHA
cKkiepo3a. B kiIMHMYHATa MpakTUKa ce 3arnousa ¢ jgo3a 10-15mg/ceamuyHo, ¢ MoBUILIaBaHEe
Ha Jl03aTa ¢ 5SMQ/cCeIMUYHO JI0 JOCTHraHe Ha MackuManHa nao3a 25-30mg/ceaMuyHoO.
Edexrsr HacTbmBa Mexay 27" u 3™ mecen. MTX momoGpsia Skin score, oreHsBaii
CTENEHTa Ha KOXKHO YIUTbTHEHUE, €PEKTUBEH IIPU apTPUT, MUO3UT, Pa3BUBAIIM CE€ B XOJa Ha
cucTeMHa ckiepo3sa. JlekapcTBenure Gopmu, MpUCHCTBAIM Ha IMa3apa ca Tabierku 2.5 mg;
5 mg; 10 mg u ¢uakonu 3a mapenTepanto npuioxenne 50 mg/s5ml; 1000 mg/10ml.

2. D-penicillamine e ¢ antududpoTrueH edekT U I0Ka3aHa ePEKTUBHOCT BBPXY KOXKHOTO
YILTBTHEHUE TIPH ckiiepoaepmust. CHCTEeMHATa CKIIepo3a He € BKIII0YeHa KaTo TeParneBTUIHO
MOKa3aHWe B KpaTkara XapaKTepucTHKa Ha mpojaykra. D-penicillamine we mpuchctBa u B
npernopbkuTe Ha EULAR/EUSTAR 3a jeucHre Ha MPOrpecBHA CHCTEMHA CKIIEPO3a.
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2.9. IIpemopbkn Ha EULAR/EUSTAR mnpu ckjiepoaepMa-CBbP3aHO HHTEPCTHIIHAIHO
0es101po0OHO 3a00/19BaHe.

1.

Cyclophosphamide c»06pa3Ho aBe paHAOMU3UPAHU KIMHUYHU IPOYYBAHHUS CE MIPEMOPHUBa
3a JICYCHHC HA WHTEPCTUIMAIHO OeloapoOHO 3a0o0isiBaHEe, pPa3BUBAIIO Ce B XOIa Ha
NPOrPEeCUBHA CUCTEMHA CKIiepo3a. [IpernopbunTeHaTa 103a [Py MePOPATHO MPUIOKCHUE €
1-2 mg/Kg/mHeBHO MM TIPH MapeHTepaTHo mpHIoxkenne 600 mg/m? B 6 mopeaHH Mecela.
Cien ToBa JIeYEHHETO Ce MPOIBIDKaBa ¢ APYr uMmyHocymnpecop Azathioprine 2.5 mg/kg.
Cyclophosphamide moBuimaBa TOTaaHHMsS BHUTAJICH KamalurTeT, (GOPCHpPAHHS BUTAJICH
KamanuTeT, M MO0J00psiBa Ka4yeCTBOTO Ha HMBOT Mpu Te3u OonHu. He mnoBmiusBa
mudy3nonnus kanauteT 3a CO.

[Ipenopbku Cuna Ha

npenopbKara

IV. CkjaepoaepMa-cBbP3aHO HHTEPCTUIMAIHO 0e101po0HO 3200J1ABaHe

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

2.10. Cxaepoaepma-cBbpP3aHO MHTEPCTHLHATHO 0es10Apo0HO 3200/ 151BaHe

1.

Cnopen kpaTkaTta xapaktepuctuka Ha npoaykra Cyclophosphamide e mokaszan npu 6oHH
C BaCKYJIMT U MHTEpcTUIManHa OernoapooHa ¢pudbpo3a, pudposupai alBeoUT pa3BIIU CE B
Xo/la Ha cucreMHara ckjieposa. Ilpumara ce B no3za 1-2 mg/kg/mueBHo. JlekapcTBeHHTE
dbopMu, mpuchcTBalM Ha maszapa ca Ttabmetku 50 mg; ¢uakonn 200 mg u 500mg
TUO(IIIN3AT 32 WHKEKITUOHHO TIPUIIOKEHHE.

*Cnopen npenopbkute Ha EULAR/EUSTAR npyr umyHOCympecop, KOWTO ce W3M0JI3Ba MPH
MHTEPCTUIIMATHOTO OenonpoOHO 3aboisiBaHe mpH ckiepoaepMusi ToBa ¢ Azathioprine. B
HalllaTa CTpaHa TOBA TEPAINEBTHYHO TOKAa3aHNE HE € BKIIFOYEHO B KpaTKaTa XapaKTepUCTHKA
Ha Azathioprine.

2.11. Ipenopbkn na EULAR/EUSTAR mnipu ckiiepogepMHa peHaJHA KpU3a

[Ipenopbku Cuna Ha

pernopbKaTa

V. CkiepoaepMHa peHaJIHa KpU3a

JlurcBaT paHIOMU3MPAHU KIMHUYHU TIpoyuBaHus, ekcriepture mnpenopbuBar ACE- | C
WHXUOUTOPHTE J1a Ce U3MOJI3BAT 32 JICUEHHE Ha CKIICPOJIEpMHA PEHAIHA KpH3a

Yetupu peTPOCHEKTHBHU NPOYUBAHMs 3aKJIIOUBAT, Y€ cTepouauTe ca cBbp3aHu c | C
MOBHIICH PHUCK OT pa3BUTHE Ha CKIEPOJIEPMHA peHanHa Kpu3a. boiHuTe Ha
KOPTUKOCTEpOHIM TpsiOBa Ja ObJaT BHUMATEIHO MOHUTOPHPAHU 3a apTEPUATHOTO
HaysiraHe ¥ 0bOpeuHa QyHKIHs

73



2.12. lpenopbku na EULAR/EUSTAR npu ckiepoaepma-cBbp3ano 3acsarane na F'UT

IIpenopsku Cuna Ha
IpenopbKara

V. Ckiepoaepma-cBbp3aHo 3acsarane Ha TUT

Beropekun smncata Ha < paHAOMU3MpAHM KJIMHUYHHM TNPOYYBaHUsA, eKcrepTture | B
npernopbuBar PPl (MEXHMOUTOPH HA MPOTOHHATA MOMIIA) 33 MPEBEHINSA OT Pa3BUTHE Ha
ractpoe3dareaneH pedIrykc, S3BH Ha XPaHOIIPOBOJIA M CTPYKTYPH

Bempekn smrcata Ha < paHAOMH3HWpAHM KIMHWYHM TNpoyuBaHusa, ekcrmepture | C
MpEenophYBaT MPOKUHETUIIM 32 JICUCHUE Ha CKIIEpOJIepMa-CBBbP3aHUTE HApPYIICHUS HA
MOTHJIUTETA — TUcharus, ractpoe3odareasieH pedayke, ICEBIOOOCTPYKITUS U T.H.

Bbnpekn smmcata Ha  paHIOMH3MpAHM KIMHWYHH —[poydBaHus, ekcmeprute | D
MpernopbyYBaT aHTUOMOTHYHA Tepanus MpHU ManmadcopOIus, pe3ynTaT oT OaKTepuajeH
CBPBXpacTex

3. ABTOUMYHHU MHUO3UTH (mo MKB xox M33)

3.1. NepuHumus:

ABTOMMYHHHTe MHO3MTH Ca Ipyla CHCTEMHH aBTOMMYHHHU OOJIECTH, XapaKTepH3HMpalld Cce C
XPOHUYHO MYCKYJTHO BB3MaJICHHUE, PE3YNITaT OT aKTUBUPAHE Ha KICTHUHHSA M XyMOPAIHUS UMYyHEH
OTrOBOp, MIMYHOTCHETHYHH BapHallK U TIO3UTUBHPaHE Ha aBToaHTUTeNa (AAT) B cepyMa Ha HIKOU
601HM. Haii-001110 aBTOMMYHHUTE MUO3UTH CE MPOSIBSABAT C:

= [lporpecupaiia, CMUMETpHYHA, IPOKCUMAIIHA MYCKYJIHa c1a00CT

* JloBHMIIEHO CEpyMHO HHMBO Ha MYCKyinHHTe eH3umu — KpeaTuH(pochokmnaza (KDK),
naktataexuaporenesa (JIJ1X), anmonasa

= Enextpomuorpadcku npoMeHu

*  CTpyKTYpHM W/WIN BB3NATUTEITHN N3MEHEHEHUs B OMONTAT OT MYCKYJIHA ThKaH

= ExcTpaMyCKylIHM TIpOSBM C aHraXxkupaHe Ha KoXa, CTaBu, O Jpob, cbple,
racCTPOMHTECTUHAJIEH TPAKT;

3.2. Enuapemuosorus:
ABTOMMYHHUTE MHUO3UTH ce cpemiat B 2-10 cmyyas Ha IMIIH., ¢ IPEUMYIIECTBEHO 3acsiraHe Ha

KEHCKHS 1o 2,5:1. YcraHoBeHO e, ue B Obarapckara momyJaius 9ecToTaTa Ha IepMaTOMUO3HUTA €
1,09/100 xwm. gyrm.

3.3. /lmarno3a Ha aBTOUMYHHUTE MHO3UTH:
OmnopHY TOYKH B JMAarHo3ara Ha aBTOMMYHHHSI MHO3UT € YCTAHOBSIBAHETO Ha!

» KnumHn4HA KapTWHA, TMPEACTaBeHa OT MPOKCHMalTHa MYCKyJHA ClIabOoCT WM MYCKYJIHa
c1aboCT B paMEHEH U Ta30B MOsC
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VYBelMYeHH  CepyMHM HHMBa Ha  MYCKynHuTe cH3uMH  (kpeaTuH(pOChOoKHHA3a,
JAKTaTACXUAPOTCHE3a, alg0sas3a)

Enextpomuorpadcku nmpoMeHu, MpeACTaBeHH OT MoJu(a3HH, HUCKOAIUTUTYTHU aKIIMOHHU
MOTEHIIMATN C KbCa MPOABIDKUTEIIHOCT, HAIMYMETO Ha CIIOHTAHHA aKTHBHOCT, MPOMEHHU
HAcOYBalll KbM MHOTECHHA yBpea

[To3uTrBHpaHe Ha Pa3IMYHA MHO3HUT-CIENU(DUIHA U MUO3UT-aCOLMUPAHU aHTUTeNIa (aHTH-
CUHTETa3HM aHTUTENA, BKIIOYBAIIM aHTUTENa, HacoueHu cpemy Jo-1, PL-12, PL-7, EJ, OJ,
KS, Zo, Ha anturenn, antu-SRP, antu-Mi-2, antu-CADM-140, antu-SAE, anti-pl155/140,
antu-pl40 (antu-CADM-140), antu-p200/100, antu-MJ (antu-NXP-2), antu-PM/Scl,
antu-Ku, antu-SNRNP, antu-R060, antn-R052)

XHCTOIOTUYHU TIPOMEHU B MaTepHall OT HApPEYHO-HAOPAa3JIeH MYCKYJI, XapaKTepU3HpaIIH
Cce ¢ BB3MAINTEIICH HWH(HUITPAT, CHhCTAaBEH OT MOHOHYKJICApHH KJIeTKH (JTMMQOIMTH,
Makpodard,  IUIa3MaTHYHH  KJIETKH), MHOQarusi, HEKPOTUYHH  pabJOMHOIMTH,
nepudacuukynapHa aTpodusi, pereHepaTUBHU MPOMEHH, 3aMeCTUTENHA (hrudpo3a.

I[narﬂo3aTa Ha aBTOUMYHHMTE¢ MHO3UTH C€ OCHOBAaBa HA U3IIBJBAHETO Ha OIIPECACJICH 6p0171
AUATHOCTUYHHU KPUTCPUH.

3.4. INarHOCTHYHU KPUTEPHUU:
Ennu oT chluecTByBallUTE M ABITO BPEME M3IMOI3BAaHU B KIMHUYHATA IPAKTHKA KPUTEPUU IpU

AaBTOMMYHHUTE MHO3UTH ca Te3u Ha Bohan&Peter ot 1975r., kouto KpuTepuu BKIIOYBAT:

1)
2)
3)
4)

5)

CumetpuyHa, IpOKCHMaJIHA MYCKYJIHa ci1adocT
[ToBuiaBaHe Ha CepyMHHMTE HUBA HAa MYCKYJIHHUTE CH3UMU
Enextpomuorpadcku npomeHu

XUCTONOTUYHM Oelle3U XapaKTepU3HUpallly ce C IeTeHEePaTUBHU, PEreHepaTUBHU U3MEHEHUS,
HEKpo3a, (paronnTo3a 1 MOHOHYKJIEAPEH KJIEThbUEH HHOUITPAT B MHTEPCTUIIMYMA

TunuaHr KOXHH TposiBH mpu J[M, BKITIOUYBAI XEIHOTpOIieH oOpuB, mamysim Ha Gottron,
cumntoM Ha Gottron;

3.5. In¢epeHnmaina THArHO3A:

I[nq)epemmamlaTa AUArHo3a Ha MUO3UTUTE € TBBPJC IHUPOKA U BKIIFOYBA:

3360JIHB3HI/IH, KOUTO CbII0 MPpOTHYAT ¢ MYCKYJIHA cJadocT

Hesponornunu 3a0omnsBanus Myckyanu guctpoduu — MmyckyiHa auctpodus tun Becker, T

NosAC-KpaliHUK, (acMoCKaIyIoXyMepaliHa TUCTPOUs

HepBHo-MycKyJiHE 3a00asBaHust — Myasthenia gravis,
NCeBIOMUACTeHEH cuHapoM Tun Eaton-Lambert

IMoMHeBpONATHH — OCTPA BB3NAIUTEIHA JeMUCITHHA3UpAIIA
nonmpaaukyiaonesponarus Tan Guillain-Barre, xponnanu
HOJIMPAANKYIOHEBPOIIATHH
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HeBponaerenepaTuBHu 3a00JsIBAaHMS — JIaTepajiHa aMHOTPOPUIHA
ckieposa, [lapkuHCOHOBA OONIECT

Jpyru MuUonaTHu — KOHT€HUTAITHA TAPAMHOTOHUS, MUOTOHHYHA
TUCTPOdUS, XUIMOKATHEeMIIHA U XUIIEPKATHEMUYHA TIEPUOINIHA

napanmsa

CnuHaaHa MycKyJHa aTpodus

JlexapcTBO-HHIYLIUpaHU
TOKCHUYHU MUOTIATUH

u

JlexapcTBa - cratunu, pudparu, Zidovudine, 6apouryparu,
NMeHUIUIaMuH, KopTukoctepouau, Chloroguine, Colchicine, conu
Ha 31maToTo, antuaenpecanty (SSRI), anTuncuxoruiy,
cyndonamuau, Cyclosporine, Cyclophosphamide, Hydralazine

Toxcnam — aJIKOXOJI, KOKaruH, NCCTUIIU N

EnpoxkpuHHT 1 METaOOTUTHH
MUOIIATHH

EnjjoxkpuHONATHH — XUTIOTUPEOAU3BM, XUIIEPTUPEOAUIBM,
XUNEPKOPTHLIU3BM, XUTIOKOPTULIU3BM, aKPOMETAINS,
XHUIIONapaTUPEOU3bM

EjeKTpo/IMTHU HAPYIUIEHUs — XUTIOKATHEMUS], XUIIePKaTLAEMHUSI

MeTa00JMTHU HAPYIIEHUS] — KyMYJIATUBHU TJIMKOTEHO3H,
KyMYJaTHBHH MYKOJUIHIO3HU, YPEMHUS, YePHOIpOOHA
HEJ0CTaThYHOCT, NeUIMT Ha BUTamMuH /[, ButamuH E,
MaJ1abCcOpOIIMOHEH CUHAPOM

Nudexunn

OcTpu BUpPYCHH HMHG(EKIHMM — TPUIl, Haparpurl, aJeHOBHPYCH,
KokcakuupycH, Epstein-Barr supyc, Xenarur B, C, HIV

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

IMapa3uru — Toxoplasma, Trichinella, Schistosoma, Cysticercus

B I[I/I(l)epeHI_II/IaJ'IHO'I[I/IaFHOCTI/I‘lCH IJ1aH TpH6Ba Aa c€ umart npeABUa U pas3jiniHu pEBMAaTUYHU
3&60H$[BaHI/I$I, npoTHYaly ¢ KIMHUYHA KapTUHa HOI[O6Ha Ha Ta3u IMpU MUO3UTUTC — MYCKYJIHA

¢i1a00CT, MUAIITHH.

Jlpyru peBMaTH4YHHU 3200/11BaHMs, IPOTHYAIIM C MYCKYJIHA €J1a00CT, MUAJTHH

Cucremuu 3a0011BaHUs HA
ChEAVHUTEIHATA THKaH

CucreMeH Jymyc epuTeMaToiec

IIporpecuBHa cucTeMHa CKJIepo3a

IIpunokpuBamu CHHAPOMH — AaHTUCUHTETA3€H CUHIIPOM,
MOJIIMUO3UT/CKIIEPOJIEPMHUSI CUHIIPOM

BackyJauTH, NOJIHAPTEPUUTHC HOI032

MeKkOoThKaHHH PEeBMATUYHH
3200 I IBaHUSA

Hoaumuajarust peBMaTuKa
@Duodpomuanrus/Pudpozut/MuodacunaneH 6071K0OB
CHHPOM

IMaauHapOMHYeH PeBMATU3IBM

Bp3nanurenno-craBuu 3a0ossiBanusi | boJaect Ha Still (cucremna ¢popma Ha peBMaTOMICH apTPHT)
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3.6. JleueHHe HA ABTOMMYHHHTE MHO3UTH

LlenTa Ha J€YEHUETO € MOCTHraHE HAa PEMHCHS M MaKCHMAJIHO IBJITO BPeMe MOJIbpKaHe Ha Ta3H
pemucus. Ha Hacrosinm eran HsiMa npuetu npenopbku ot EULAR (The European League Against
Rheumatism) u ACR (American College of Rheumatology) 3a iiedenue Ha aBTOMMYHHHUTE MUO3HTH.

1. T'IIOKOKOPTHKOWIMTE Ca Tepamnus Ha MbPBU M300p B JICYCHUETO HA ABTOMMYHHHTE
MHO3HUTH. BBIIpeku nuricata Ha KOHTPOJIUPAHHU KJIMHHYHU M3IUTBAHUS Pa3INuyHH aBTOPH
npennonarat, 4e ['K ca Hali-e()eKTUBHOTO CpPEICTBO 3a JICYCHHE HAa JEPMATOMHO3HUT U
nonumuo3ut. HauannaTa no3a u mbTst Ha npriiarade Ha ['K ce onpeenst oT TexecTTa Ha
3a0o0isiBaHETO U Oposi (pakTOpH, CBBP3aHH C Jolla Nporuo3a Ha Oonecrra. Haii-uecto B
KJIMHUYHATA TPaKTHKa ce 3armouBa ¢ 1-2 mg/kg/nueBHo. B ciiydanTte Ha TEKBK MHO3HT,
NpU HATMYHETO Ha OeNOAPOOHH, ChPACYHU M TaCTPOMHTECTHHAIHH MPOSIBH CE€ MpHiara
nync tepanmusi ¢ ['K 1g/mHeBHO/BeHO3HO B TpW mocienoBatennu nHU. Cropen
KJIMHWYHKS ONUT MbpBoHadanHata jo3a ['K or 1-2 mg/kg/nuesHo tpsioBa 1a ce mpuiiara
noHe | Mecel WM 10 HOPMalM3MpaHe CTOWHOCTUTE Ha KpeaTHH(OCHOKHHA3aTa, CIel
KoeTo ce HamansBa no3ara Ha 'K ¢ 25% MecedHo 10 ocTUraHe Ha MOAIbpIKaIia J103a
ot 5-10 mg/aueBno. [IpoabnkuTenHocTTa Ha noaabpxamara ['K Tepanus ce onpeznens
WHMBUIYaIHO, KaTO CIIOPE] HSIKOW aBTOPU TPsOBa Jia ce MPOIBDKH MOHE 6 Mecela
ClIe]l TIOCTUTaHe Ha KIMHUYHA PEMHCHSI.

= Methyprednisolone (MKB M33.0, M33.1). Criopea KpaTkarta XapakKTepHCTHKa Ha
npoaykra Metheylprednisolone e mokasan 3a jieueHHe Ha KOJarceHO3M, KOHKPETHO
CHCTEMEH JIEPMAaTOMHO3HUT, 10 BpEME Ha eK3alepOalus I KaTo IOIBPIKAIIO
nedenue. JlekapcTBeHuTe HOpMH, MPUCHLCTBAIIM HA Ia3apa B HAIIATa CTPaHa ca:
- aMITyJi ¢ Tno(uM3aT 3a MHXKEKIMoHeH pa3TBop — 6.31 mg; 15.78 mg; 40 mg; 125
mg; 250 mg; Tabnetku 4 mg;

= Prednisolone. Cnopexn kpaTkara xapakTepucTHKa Ha mpoaykra Prednisolone e
MOKa3aH 3a JICYCHHE HA CUCTEMHU 3a00NIsIBaHMs Ha ChEIUHUTEIHATAa THKaH, CpPe[
KOWTO ¥ MHO3UTHTE — TOIMMHO3UT U AepmaroMuo3uT. Prednisolone mpuchcrBa Ha
nazapa noj gpopmara Ha: TabiaeTku 5 mg

= Dexamethasone (Prednosolone F). Criopen kpaTtkaTa XapakTepHCTHKa Ha TPOAYKTa
Dezamethasone e moka3aH 3a JieYeHHE Ha CHUCTEMHH 3a0OJIsIBaHUS Ha
ChEIUHUTEIHATA ThKaH, CPe/l KOUTO U MUO3UTHTE — MOJIUMHO3HT U IEPMATOMHO3HT.
JlexapcTBeHuTe (POpMH, IPUCHCTBAIIM Ha Ma3apa B Hamlara crpaHa ca: tadnerku 0.5
mg

= Prednisone (Dehydrocortisone). Cniopen kparkaTa XapakTEpHCTHKA Ha MPOAYKTa
Prednisone e mokasaH 3a Je4eHHE HAa CUCTEMHH 3a00JISIBaHMS HA ChEIUHHUTEIIHATA
ThKaH, CPell KOUTO M MHO3UTHTE — TMOJMMHO3UT M JepMaToMHo3uT. Prednisone
MPUCHCTBA Ha Tazapa nmoa (popmata Ha: TabJIeTKH 5 Mg
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2. HMmyHocynpecuBHH CpecTBa

HpnnaraHeTo Ha UMYHOCYIIPECHBHH CPEACTBA LCJIU IIOCTUTIaHEC Ha HO',Z[O6"bp TEPAINICBTUYCH
OTTOBOp M HAMAJIIBAHC HAa CTPAHUYIHU e(beKTI/I IIPUIUHCHH OT KOPTUKOCTEPOUAUTE.

Metotrexate e umyHoCynpecop Ha IbPBU M300p MPH OOJIHU C ABTOUMYHEH MHO3MT.
Edexrpr HacThnBa Mexxay 27" u 3™ Mmecen. B kinHHYHATA TIPAKTHKA CE 3aM104Ba C
no3a 10-15mg/cenmudnO, ¢ MOBUIIABaHE Ha J03aTa ¢ SMQ/CEIMUYHO 10 TOCTHTaHE
Ha MackmmanHa no3a 25-30mg/cenmuuno. EdextuBrocTra Ha MeEToTpekcaTr cpen
OOJIHM C aBTOMMYHEH MHUO3HT € JO0Ka3aHa B KOHTPOJHMPAHU KIMHHUYHH TPOYYBAHUS.
B Hamiara ctpaHa cMCTEMHHTE 3a00JIsIBaHMS HA ChEJHMHUTEIIHATA ThKaH, KOHKPETHO
ABTOMMYHHUTEC MHO3UTH, HE Ca BKJIIOYECHH KAaTO TEPaleBTHYHO IIOKa3aHUE B
KpaTKaTa XapakTepucThka Ha mnpoaykra. MTX mpuchkcTBa Ha maszapa moja ¢gopmara
Ha: Tabnetku 2.5 mg; 5 mg; 10 mg; ¢uakonu 3a mapeHTepamHo npriokeHue 50
mg/5ml; 1000 mg/10ml

Azathioprine ¢ edexkTuBeH HPU KOPTHKOCTEPOHMI-PE3UCTEHTHH OOJHH C MHO3MUT,
Karo OTrOBOPBHT HACTBIIBA MMO0-0aBHO B CpaBHEHHE C mnpuiokeHuero Ha MTX.
JlneBHara edekTuBHa no03a ¢ 150-200mg/nmueBHo. EdekTuBHOCTTA Ha A3aTHONPUH
cpen OONHM C aBTOMMYHEH MHO3UT € JIOKa3aHa B KOHTPOJUPAHH KIMHUIHH
Mpoy4YBaHMs. B Hamara crpaHa CHCTEMHHTE 3a0OJIsIBaHUS HAa ChEIUHUTEIIHATA
ThKaH, KOHKPETHO IOJMMHO3HUTH, Ca BKIIOYCHH KaTO TEPANCBTHYHO IOKa3aHUE B
KpaTKara XapaKTepUCTHKa Ha Tpoaykra AsarmomnpuH. [IpenoppunTenHara JHEBHA
no3a e Mmexay 1-3 mg/kg/nueBHo. A3aTHONPHH MPUCHCTBA Ha Masapa moj GopmMara
Ha: Tabnetku 50 mg

Mycophenolate mofetil ¢ npunaran npu manku rpynu 6omnau ¢ 'K pesucrenren
MOJIMMHO3UT/IEPMATOMHO3UT, CJIeJl HEyclexX OT Tepamusara ¢ Metotrexate wu
azathioprine. 3amouBa ce aBa mbTH AHEBHO MO 500MQ, ciex KOeTo go3aTa ce
MoMWIaBa Ha 2 MBTH JHEBHO Mo 1Qr wiu 2 Qgr. B Hamara cTpaHa CHCTEMHHUTE
3a00JIBaHMs HAa CheIUHUTEITHATA ThKaH, KOHKPETHO aBTOMMYHHUTE MUO3MTH, HE Ca
BKJIFOYCHU KATO TCPAINICBTUYHO IMOKA3aHWEC B KpAaTKaTa XapaKTCPUCTHKA Ha NPOAYKTa
na mycophenolate mofetil. Mycophenolate mofetil e na nasapa nmox ¢opmara Ha
tabsetku 250 mg; 500 mg

Cyclophosphamide e edextuBeH mpu OOJHH C BaCKYJUT W HHTEPCTHIIHAIHO
6enopoOHO 3ab0sIBaHe, pa3BUIIU CE€ B X0/1a Ha aBTOMMYHHUS MU0o3UT. [Ipuiara ce B
no3a 1-2 mg/kg/naero mwmm 600 MQ/M? BEHO3HO B eXEMECEeYHH IYJICOBe, 3a 6
Mecernia. B Hamara crpaHa cucteMHUTE 3a00NiIBaHMSI Ha ChEIUMHHUTENTHATa THKaH,
KOHKPETHO aBTOMMYHHUTE MHO3UTH, HE Ca BKIIOYEHH Karo TEpareBTUYHO
NOKa3aHWe B KpaTKara XapakrepucTuka Ha mnpoxykra Ha Cyclophosphamide.
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Cyclophosphamide mpucbscTBa Ha Hamms mazap mox Gopmara Ha: Tabierku 50 mg,
¢dnaxkonu 200 mg; 500 mg nmuoduau3ar 3a HHXEKIIMOHEH Pa3TBOP.

= Hydroxychloroquine, Chloroquine. B koHTpojHpaHy KIMHHYHH MPOYYBAHHUS €
noKazaHa e(GEKTHMBHOCTTa MpU OOJHH C JAEPMAaTOMHO3UT, TyMOP-aCOLUUPaH
JIEPMAaTOMHUO3UT, KAKTO U MPH MALKUCHTH C JCPMATOMHO3HUT 0€3 MHO3UT WJIM CaMO
HaIMYME HA TUNWYHA KOXKHH JIe3uH, 0e3 MyckymHa cinaboct. B bwarapus e
peructpupan Chloroquine, kaTo B KpaTkara XapakTEpUCTHKa Ha MPOJIYKTa HE €
BKJIFOUCH aBTOMMYHHUSI MHO3HUT KaTO TEPANICBTUYHO MTOKa3aHUE.

3. buonornyna tepanus. UuTpaBeno3snure umyHorgaooyaunn (IVIG) cpabpxar 19G
AT oT Bcuuku cyOkimacoBe. OmucaHdM ca JBa OCHOBHM MeXaHW3Ma Ha JIeHCTBHE:
oOpa3yBaHe Ha MIUOTHUI-aHTHHIMOTUIIHH MPEXU W OCBHIIECTBABAaHE Ha T.Hap. oOpaTHa
Bpb3Ka, IPU KOSATO C€ HMHXMOMpa curHaia B B kierkute, upe3 moruckane Ha FC
peuenropa (FCR), koiito B3aumoseiictea ¢ FC pparmenta va At B IVIG. Karo pesynrar
ce IMOCTMra WHXWOMpaHE AaKTHBUPAHETO HAa KOMIUIEMEHTa, KOETO OT CBOs CTpaHa
HamansiBa HuBata Ha C5hb-C9 wmemOpaHo-aTtakyBalus KOMIUIEKC, PECHEKTHBHO
OTJIaraHeTo0 My B KalWIApUTe — OCHOBEH IIATOICHETUYEH MeEeXaHU3bM Ipu
JIepMaTOMHO3HTA.

B uscnensanuTe cepur oT GOJNHU Ca NMPUJIATaHW Pa3IMYHHU J030BH PEKUMHU — Mexy 400
mg/kg/muesHo no 2 g/Kg/nHeBHO.

B kparkara xapakTepuCTHKa Ha IPOJAYKTa aBTOMMYHHHST MHO3HMT HE € BKJIIOYEH KaTo
TEpaeBTUYHO TIOKa3aHMe.

4. Hedapmako/IOTMYHUTE CPeJACTBA Ha JICYCHUE BKIIOYBAT OOydYeHHE Ha OONMHUS U
pexabuuranus. PexabunuranmoHHaTa mporpama ce ornpezesis Bb3 OCHOBA KIMHUYHUS
CTaiuid W TeXecTTa Ha 3a0onsBaHeTo. TepanmeBTUYHMAT TOIXOJ C€ Ompeneis OT
CTeTeHTa Ha 00JIeCTHA aKTUBHOCT U CTETNEHTa Ha ThKaHHO YBpEXK/IaHe.

.HeKapCTBCHI/I cpeacrea, C€ MOOKa3aHa eq)eKTI/IBHOCT npu AaBTOUMYHHUTC MHO3UTH, IIBT Ha
MPUIIOKCHUC U JO30B PCIKUM

JlekapcrBenu npoayktu | IIsT Ha npusokeHue Jo30B pexum
Prednisone Iepopanto i Benosno | 0.75 — 1 mg/kg/muerro
MIPHUIIOKEHHUE
Methylprednisolone [Mepopanno mmu Benozno | 0.75 — 1 mg/kg/nueBHO
MIPUIOKEHHUE
BeHo3Ho npunoxeHue lgr 8 100 ml canuHeH pa3TBop, MPUIIOKEH
3a 1-2h B 3 mopeaau 1HU
Azathioprine Iepopanuo mpunoxxenue | 2-3 mg/Kg/nHeBHO, eqHOKpaTHA J103a
Metotrexate Iepopanto mpunoxkenune | 7.5-20 mg/ceaMUUHO, TPUIOKEH €IUH BT
B CeJIMUIIATa

79



20-50 mg/ceaqMuyHO, IPUIIOKEH €THH ITHT
B CEJIMUIIATA

MyCKyIHO IPUIOKEHHUE

Cyclophosphamide 1.5 — 2 mg/kg/muerHo

600 mg/m?/mecedHo B 6 MOpeIHN Mecena

ITepopanno npunoxeHue
BenozHo npuiioxeHue

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

Mycophenolate mofetil [MepopanHo mpunoxxeHue

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

MOJKE J1a e IIOBTOpH Ha 6-9 Meceln

*TIpunarad B MaJKu CEPUH OT OOJTHH.

4.CUCTEMHMU BACKYJIUTH

4.1. lepuunnusi

CucremMHHTE BACKYJIMTHUTC Ca XCTCPOIrCHHA I'pynia KIMHUYHU CUHAPOMHU C OCHOBHA XapPaKTCPUCTHUKA
BB3MAJICHHE Ha ChAoBaTa cTeHa. llocmegumure OT TOBa BB3MAJICHHE Ca  ChAOBA OKIIYy3Ud H
ACCTPYKIMsA, C UCXCMUA U YBPCKIAAHC HA ThbKAHUTC U OPraHUTE, C HUIIN oe3 Pa3BUTHC HAa OpraHHa
HEJIOCTAaThUHOCT. Pa3nuuaBaT ce 3HAYUTEIHO IO CBOSTA CTHUOIIATOICHEC3a, 110 KIIMHHYHAaTa CHU

KapTUHa U nporHo3a. Haii-o011o ce pazgensr Ha:

* nvpsuyHu (UOUOMATUYHH) U emopuynu (IposiBa HA JPYro OCHOBHO 3a0oJsiBaHE WIIH
acouuupaHu ¢ nH(GEKIHnU, yrnoTpeda Ha JTeKapcTBa WM €KCIO3UIUS Ha IPYTH XUMUYHU areHTH)

® JoKaausupanu B €AUH OpraH UJn Cbd, HO IIO-4CCTO Ca zeHepaﬂuaupaHu(cucmeMHu).

JIHeC ChHIIECTBYBAT MHOTO KJACH(MKAINMU HA BACKYJIUTHTE, HO TOPAIM HEIOCTATHYHOTO
MO3HAHWE HA CTUJIOTHSATA W TATOr€He3ara BCE OINIE JIMIICBA TaKaBa, YIOBJIETBOPSBAIA BCHYKU
W3UCKBaHus. EMHM OT Haif-momyssipHUTE KiIacH(UKAIIMU Ce OCHOBAaBAT Ha pa3Mepa Ha 3aCerHAaTHTE
Ch/IOBE, Ha OCOOCHOCTHUTE B XMCTOMATOIOTHSTA, KITMHUYHUTE OCOOCHOCTH, KaKTO M Ha MbPBUYHH U
Bropuunu. OdurmanHara u Haii-uecto u3nonsBana e ta3u Ha Chapel Hill Consensus Conference ot

1994 roguna:

Pa3Mep Ha CbA0OBCTC

[I5pBUYHI

Bropuunu

T'onemu aprepun

(aopTa m HEWHHUTE KIIOHOBE KBM

KpaWHUIIH, TJIaBa ¥ [ITUS)

I'uranToKIeTHYEH apTEPUUT
Aptepuut Ha Taxkascy

Aoptut aconumpa ¢ PA,
nHpekmn (cuduuc,
TyOepKyJi03a)

Cpennu aprepun
(TaBHM BHCLIEpATHU apTEPUH)

Knacuuecku PAN
Bonect na Kawazaki

Xenatut B aconuupan
MOJIMAPTEPUUTHUC HOJ032

Maiiku 1 CpeiHU apTepuu

I'panymomato3a Ha Wegener
Cunapom Ha Churg-Strauss
MUKPOCKOIICKH MTOTHAHTHUT

Backynut npu RA, SLE, PSS
JlexapctBa
Nudexipm (HIV)
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TpomOaHTHUT

Mauku chaoBe Henoch-Schonlein purpura JlexapcTBa

(BeHyH, KanuyIsApH, apTepuony, | KpuormoOymuHeMudeH Xenatut C uHbEKIHS
WHTPANApEHXUMHU apTEPUATIHU | BACKYJIUT Heonnasmu
Pa3KJIOHCHHUS) Koxen

JICBKOIUTOKIIA3NUYCH BACKYJIUT
CMeceHa eceHIIMaIHa
KpI/IOFJ'IO6YJ'II/IHeMI/I$I

4.2. BacKyJIUTH Ha roJieMUTe Ch/10Be

KbM Ta3um rpyma cnagar aBe HO3OJOTUYHH C€IMHHUIA TUTAHTOKIETHUHHUAT apTepuuT (Oonect Ha
Horton) u aprepunt na Takayasu. Te 3acsrar rojeMd U CpPeJHH IO T'OJIEMHHA ChIOBE, OCHOBHO
aopTaTa U HEMHHTE IJIaBHU KJIOHOBE, KJIOHOBETE Ha rjaBaTa M TOPHUTE KPAaWHUIM, HO CHIIO TaKa U
KOpOHapHHUTE M 0enoJpoOHUTEe apTepuu. Mexay TSX ChUIECTBYBAT pa3lWyMsi, OTHACAIIN CE IO
BB3pACTTa Ha OOJHUTE, IPEIUICKIUATA Ha CHJI0BOTO yBpEXkKAaHe, KIMHUYHUTE MPOSBU.

4.2.1.T'urantokiaerpuen aprepunt (boJect na Horton)

I'uranroknerpunusat aprepuut (bomect ma Horton, GCA) e aprepuuT Ha aoprata W IJaBHHUTE i
KJIOHOBE, OOMKHOBEHO TPaHyJIOMAaTO3€H, C MPEeIUJIeKIUs KbM EKCTpaKpaHUAJIHHTE KJIOHOBE Ha
KapOTHUJIHUTE apTepuu U BepTeOpanHute aprepun. Yecto 3acara Temmnopannute aprepun. Hauanoto
00HMYaifHO € TpH MmarueHTH Haa 50 TOMUHM U ¢ acolMMpaHo ¢ peBMarnyHa nonmumuanrus (PMR),
KOWTO Mpe/ICTaBiIsiBa KIMHUYEH CHHIPOM Ha O0JIKa U CKOBAaHOCT B paMEHEH M Ta30B mosic. Moxe aa
nma PMR u 6e3 mammarero Ha GCA. PaznpocTpanenueTo Ha 6osiecTTa HapacTBa ¢ Bb3pacTTa.

Haii-yecto ce manudectupa Mexnay 65 u 75 roguHu, Kato XeHUTe OoJieAyBaT JBa MTH MO-YECTO.
Haii-ronsima e ywectorara B CeBepna EBpona u no Cpeauzemaomopueto (20-30 6oxau Ha 100 000
HaceJeHue).

JlnarHosara ce mnoctaBsi cropen kiacudukamponaute kputepun Ha ACR (1990r), karto ca
HE0OXO0IMMU TIOHE 3 KpUTEpHUs:

* Bu3pact >50 rox.

* HoBoBB3HUKHAIO I11aBob0INE

* Boska 1 9yBCTBHTEIHOCT B TEMIIpAJTHATA apPTEPHS
* CYE >50 mm.

* XUCTOJOTHYHO BepuUIpaHe HA TUarHo3aTa

3a mocTaBgHE Ha JAMarHo3aTa ce U3MO0JI3BaT pAa3IMYyHU OO0pa3HU H3CIEABaHUS C BHCOKa
CEH3UTUBHOCT M CHEUM(PUUHOCT: MAarHUTHOPE30HAHCHO H3CIIEABaHE C KOHTPACT Ha TEMIIOpajHaTa
aptepusi, aHruorpa@us Ha aOpTHaTa Jbra U KJIOHOBETE, KOMIIOThpHOTOMOIpadckara aHruorpagus.
B muOTrO OT citywaute Jlorep ynrpacoHorpadusTa chio Moxe aa 0b1ae nHhOopMaTHBHA.
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JIEHEHUE

TepaHGBTI/I‘-IHI/ISI noaxoJ BKIIIOYBA aJIrOPUTBM Ha IMOBCACHHUC INPHU THTAHTOKJIICTBUHHA aAPTCPUUT

(TKA):

AJITOPUTHM HA MoBeJeHHe NpHu ruranTokjerbunusa aprepunt (I'KA) na Horton:

KinrouoBY KIIMHUYHU MIPOSIBH:
e  HoromosBuiio ce ocTpo riiaBodonue
BonesnenocT Ha ckajmna
Knaynukaiyo Ha 10JTHATa YETHOCT
3pUTEITHN HAPYIICHUS, TUTLIONHUS
CUMIITOMH, XapaKTEPHU 3a MOJIUMHUAITHS PEBMATHKA
YmrsTHeHHE, 00JIE3HEHOCT 10 X0a Ha a. temporalis
superficialis
A

3arouBaHe Ha KOPTUKOCTEPOUIHO JICUCHHE:

e Heycnoxnenn cirygan — 40 mg prednisolone (6e3
3pUTEIIHU HAPYLICHUS WK KJIayJUKaluo Ha J0JIHA
YEI0CT)

e  VcioxHeHu ciydau - 60 mg prednisolone (3purenHu
HapyIICHUsI, KJayJUKalnuo Ha J0JIHA YEIOCT)

e  Aspirin 75 mg/qHEBHO U IpH ABETE IPYIH, aKO HE €
NPOTHBOIOKA3aH

Bonnus ce Hacousa 3a:
e buoncus Ha a. temporalis superficialis
e  HeBpo-odranMonoruuHo usciieBaHe

-

(+) pesynraT oT OHOTICUs (-) pesynrar ot Guorncus

Tepamus 3a nmpennasBaHe Ha KOCTUTE

v

ITocTenenHo HamMaJIsiBaHe J103aTa

Hao6.onenne ot Hao6.onenne ot

Ha KOPTHUKOCTEpOULA Clie] CHenHaImcT cHenHaIncT

IIOCTHTaHE Ha KOHTPOJI Ha *  Knunnunn naHun o KumHHYHM HaHHK
0oJiecTTa BHCOKO CYCIICKTHU HHUCKO CYCIICKTHH
MoHuTOpHpaHe Ha: e V3/l-nannu 3a ['KA e  ATUNUYHH KIMHUYHU
bonecTHara akTHBHOCT — pEIaICH, e YcroxHeHus, POSIBU

3acsiraHe Ha roJeMu KPbBOHOCHHU xapaktepHu 3a KA e YcTaHOBSBaHE Ha

CBhI0BE (mpeneH ucxeMuueH
ONTHUYEH HEBPUT)

JPYTH PUYHHH,
00sICHABAILN
KJIMHUYHWUTE TTPOSBH

VY c10KHEHMATA, CBBP3aHU C
KOPTHUKOCTEPOUIHATA TePATs
(moBUMIIEHHE HA TETJIOTO,

(dpakTypH, MOBUIIEHO KPHBHO

HaJIAraHe, NHCYJIMHOBA
PE3UCTECHTHOCT, KaTapaKTa,

HamansBa ce no3ara Ha

JlexyBat ce kakTo pu (+
Y pu () KopTukoctepouaute ( Ha 2

pe3ynTaT oT OMOTICHUS

rJlayKoMa, MOBUIIEHHU JINIUIU B
cepyma, KOJKHHU ITPOMEHH)

CEIMHMIIN)
JlekyBa ce anTepHATHBHOTO
3a00Is1BaHe
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MMocaennure npenopbku Ha EULAR ot 2018 r naBat npeaumcTBo Ha Y3/l nmarnocruka kato
NMO-AAAIIA MANMEHTA  HKOHOMHUYECKH ONPaB/JAaHa B CPaABHEHHE ¢ OMOINCHSITA TPH MAMEHTH
cycnekTHu 3a I'KA. PaHHOTO mOTBBbp:KIaBaHe WM U3KJIO4YBaHe Ha auarHo3ara I'KA e or
ChIIECTBEHO 3HAYeHHE 32 MpPeBAHTHPaHe HA YCJOKHEHHSITA Ha 3a00/1IBAHETO WU OT
HEHYKHOTO JiedeHne. OOpa3HoTO u3cieABaHe TPsAdBa 1a 0Obje M3BbPUIEHO BH3MOKHO Haii-
paHo (B paMKuTe HAa CceIMHUIA), 3amo0TO0 npuioxkenuero Ha KC kommpomerupa
YYBCTBUTEJHOCTTA HA U3CJIEIBAHETO.

IIpenopbkurte BiarouBat ome: 1. Ilpn nanuentu cycnektHu 3a I'KA ce mpenopbuBa paHHo
M3M0JI3BAHE HA HAKOM OT 00pa3HUTe MeTOIM 32 JUArHocTuKa. 2. [Ipu naumeHTH, ¢ KIMHNYHA
KAPTHHA M + HaxoJAKa OT 00pa3HOTO H3cjelBaHe, MOXke NAa ce moctaBu auarnoza I'KA, Oe3
JONBJIHUTEIHH u3ceaBaHus (Apyro oopasno uiam Ouomncus). 3. Y3/l nHa temmopanna =+
AKCHJIAPHA APTEPUHM ce NMPenopbyBa NMPHU NALUEHTH, IPU KOUTO ce mogo3upa kpanuajied KA
(“xan0”- xapakrtepHa Haxoaka). 4. MPT ¢ Bucoka pe30/iionusi HA KPaHUAJIHHUTE apTepuUu
MOsKe a ce M3M0J3Ba KaTo ajarepHaTuBa Ha Y3l npu muarHoctunupade Ha I'KA. 5. KT u
PET He ce npenopb4BaT 3a OLleHKA HA Bb3NAJICHHETO Ha KpaHuaJaHuTe aprepuu 6. Y3, PET,
MPT, n/unu KT ca moaxoasiniy 3a yCTAaHOBABAHEe HA MHTPAMYPAJHO Bb3NaJileHHe W/WIH HA
NPOMEHUTE B JIYMeHA HA eKCTPAKPAHHAJHHUTE apTepuM Nnpu AuarHocruuupade Ha 'KA. Y31
€ ¢ OrpaHNYeHH BB3MOKHOCTH IPH OLEHKAa Ha aopTUT. 7. IIpym manmueHTH € BaCKYyJUT Ha
ronemute aprepun MP m KT anruorpadgus, kakro m Y3 Moxke aa ce HM3M0JI3BaT 3a
MOHUTOPHPAHE HA CTPYKTYPHUTE YBpPeaH, 0CO0EHO 32 YCTAHOBSIBAHE HA CTEHO3HU, INJIATALMNH,
aHespu3Mu u apyru. 8. OOpa3HoTo wuH3ciaeaBaHe TpPsAOBa Ja ce HM3BbPIIM OT OOy4YeH
CHEeHAINCT, ¢ MOAXOAAII0 O00OpyABaHe M NPpH moaxoAasimy yciaoBus. HaxexaHocrra Ha
00pa3HOTO U3cieIBaHe MOKe /1a ce MOJ00PH € JONBJIHUTETHH 00yYeHusl.

1. KopTuxkocreponan

OcHOBHO Cp€ACTBO 3a JICHCHHUE IIpU BACKYJIUTUTC Ha TOJIEMHUTC CBAOBC W pEBMATUYHATA
noJIMMUAJITUg Ca KOPTHKOCTCPOUIUTE. CumnroMuTe OOMKHOBEHO 3arouBaT Ja C€ IIOBJIMABAT
OTYETINUBO 3-4 JAHU CJIC 3all0YBAHC HA TCpaIrvdaTa.

[Ipu Heycnoxenu ciydyan (0e3 3pUTENIHM HapYIIEHUs U KIayAMKaIMo Ha JTOJIHA YENIOCT) 03aTa Ha
riarokoprakoctepouaute ¢ 0,75-1 mg/kg B mpoabiokeHue 4 CeIMUIM, CIEJ KOETO Jj03ara ce
HaMaJisiBa IIOCTENEHHO CIIOPE]l CTOMHOCTUTE Ha MPOBB3MNAIMTEIHUTE MOKA3aTeId U KIMHUYHHUTE
IIPOSIBU.

3a peBMAaTH4YHATA MNOJIMMUAITUS HAYAJIHATA 1034 00MKHOBEHO ¢ mo-Hucka 20-40 MQg OHEBHO.

[TarueHTUTE CBC CHIOBU YCIOXKHEHHUS 3alloYBaT JICYCHHETO C mo-Bucoku ao3m 100-120 mg
methylprednisolone (MKBb M30.0) u nyac tepamus c¢ methylprednisolone 1 g B 3
MOCJIEOBATEIIHU JHH, CJIEJ KOSTO €KEMECEUHO.
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[IpoabmKUTENHOCTTA HA JICUEHUETO € OKOJIO 2-3 rOANHM, KaTo MEeXAy 25-65% mnony4yaBatr penancu
cnen criupane Ha ['K neuenue.

Axo HAIMa IIPOTHUBOIIOKA3aHUA CC IPEIOPBHUYBA IMPUIIOKCHHUETO HA HUCKA A03a ACIIMPHH OT 75 mg
JAHCBHO KaTO aHTHArp€raHTHO CpCaACTBO, CI/IFHI/I(bI/IKaHTHO HaMaJIsiBa 3pUTCIIHUTC CMYIICHUA.

2. UmyHocynpecuBHA Tepanusi

OT BcHUYKHTE MMYyHOCYHpecopu OsaronpusiteH edekT e mokaszan camo MTX B moza 15-25 mg
cenMU4HO. EQEeKThT € yMepeH, HO momara Kato aaioBaHTHA Tepanus 3a HaMmaJsBaHEe Ha 4ecToTara
Ha CBBP3aHHUTE C TIIIOKOPTUKOMTHOTO JICUCHHUE YCIIOKHEHUSI.

Tomwmzymad (M31.5, M31.6) 3a mNOAKOXKHO TPWIOKEHHE € I[IOKa3aH 3a JIeYeHUE Ha
rurantoknerbueH aprepuut (I'KA) npu Bp3pacTu nanuenTH. [IpenopbunTennara g1o3uposka € 162
mg IOJKOXKHO BEIHBK CEIMHYHO B KOMOMHAIMS C KypC TIJIFOKOKOPTUKOMJIU C IIOCTEIIEHHO
noHIKaBaHe Ha jno3ata. Tocilizumab mMoxe 1a ce M3Mmon3Ba caMOCTOSATEIHO CJIE IPEYCTAHOBSBAHE
Ha MIFOKOKOPTUKOUNTE.

Momnotepanus ¢ Tocilizumab He TpsiOBa a2 ce u3moi3Ba 3a JIeUeHHE HA OCTPU PELH/IHBH.

[Mopamu xponmynoto ecrectBo Ha ['KA, nedeHune ¢ MpoabIKUTEIHOCT TMOBEYE OT 52 CEAMUIU
TpsiOBa J1la ce PHKOBOJAM OT aKTUBHOCTTA Ha 3a00JIsIBaHETO, MpEleHKaTa Ha Jiekaps U u3bopa Ha
MalKeHTA.

Pesynrature or omutHTe na ce koHTpoimpa Oonectra ¢ anti-TNF nekapcrea (Infliximab,
Etanercept, Adalimumab) ca cuiHO npoTHBOpPEYHBY U TIOBEYETO MOKA3BAT JIHIICA HA €(EKT.

Pesynratute OT [BE HEOTAABHSIIHM PAaHIOMHU3HPAHH, IBOWHO-CIIEIH, IUIANE00 KOHTPOJIHUPAHH
NpOYyYBaHHWsl C AHTU-WHTEPIICBKUH-O MOHOKIOHANHOTO aHTUTsUI0 TOcilizumab moka3ear, ue
Tocilizumab e epuracen 3a HHIYKIHS ¥ MO IBbPKaHE HA peMucus pu naiueHTd ¢ ['KA.

AKO ca HaJMIE TEKKH CTEHO3M C HapylleHa (DYHKIMsS Ha 3aCerHATUTE OPraHH € HeOoOXOJAUMH
XHPYPru4Ho JedyeHue. [locTaBsHETO Ha CTEHTOBE € ¢ 100pa ABITOCPOYHA IPOTHO3A.

4.2.2. Takayasu‘s Arteritis (Apreput Ha Takayasu)

ApTepHHUT, YECTO TPaHyJIOMATO3¢H, MPEUMYILECTBEHO 3acsralll a0pTaTa W/WIH IJIABHUTE i KIIOHOBE.
Hadanoro oOukHOBEHO € mpu miaau skeHu mox 50 rox. Be3pact. Haii-ronsma ¢ yecrorara B
naegHusT M3tok, kbaero dectorara € 4.2 Ha 100 xwr. 3a EBpoma yectorata ¢ 0,26-0,64 ma 100
XHII. HaceJICHUE.

Jlnar"osara ce ocTaBsi IpU HATMYKUE HAa 3 OT CIECHUTE KPUTEPHUU:

* Be3pact <40rogz.
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» Knnayiukanuo Ha rOpHHA KpalHUIT

* OrciiabeH myJsc Ha OpaxuanHaTa apTepus
* Pasznuka B AH Ha nBete pbie >10mmHg
* [llym BBpXY apTepuure

* AHrHorpad)cKu HapymeHus..

Haii-ronsima CcTOHHOCT 3a MOCTaBsSHE Ha JUAarHo3ara MMa aprepuorpadusra, KOsATO IOKa3Ba
3aIyiiBaHe, CTCCHEHUE, HEPABHOCTH Ha apTepHsTa, KaKTo U aHeBpu3MH. JludepeHnnantia auaraosa
Ce TpaBH ChC 3a00JIIBaHMSI, KOMTO 3acsAraT aopTara W TJIaBHUTE i KIOHOBE WM OeloapoOHHTE
apTepHH.

JIEYEHHUE
1. ITbpBa NMHMS HA JIEUEHUE Ca KOPTHKOCTEPOUINTE

B wnauanoro Gonnure mosnyuaBar Methylprednisolone 1 mg/kg anesHo 3a mbpBuTe OT 1 10 3
Mecela, ¢ MOCJeABallo NOCTENeHHO OHMKEeHUE Ha ao3aTta. Ot ToBa neuenue mexay 60 u 80% ot
0oHHUTE BIU3aT B peMucus, kato 50% moixydaBar peruauB Ha OoJecTTa.

2. KomOuHupaHa Tepanusi ¢ MMYHOCYNIPecOpH ce Ipujiara Ipu MalueHTH ¢ TexXKa OONecT Wiu
KOrato HE MOXXE Ja 6’5,[[6 INOCTUIHaTa PEMUCHUA CaMO C OIITUMAJIHH O03U KOPTHKOCTCPOHUA HWJIU HC
MOXC Ja C€ HaMallu 103aTa Ha KOPTKOCTCPOUIHUTC oe3 Ja CC aKTHBHpPaA oonecrra.ToBa ca
Methotrexate, Cyclophosphamide, Cyclosporine, Azathioprine.

Methotrexate ce mpuiara B 103a 15 Mg BeAHBK CEIMHUYHO, C YBEIWYaBaHEe Ha jo3ara J0 25 mg
CEeIMHUIHO.

Cyclophosphamide e nexapctBo ot Bropa nunus cien Methotrexate. Msmonssa ce B mo3a 2-3
mg/kg nHeBHO WK oA (hopmara Ha MyJIC Tepanuu Mo 1 gr BeAHBK MECEUHO.

Cyclosporine B no3a 1-3mg/kg auesHo.

Azathioprine ce u3mos3Ba Npu NalKMEHTH, IPH KOUTO HE Morar aa Obaar jsekyBanu ¢ MTX wiun
KOWTO ca MOIY4rIH peraus cien edenne ¢ MTX B no3a 1-2 mg/kg naeBHo.

[Tpu pedpaxreprute ciydan morat na Ovaat uznonssanu anti TNF nekapcrBara. OnuT uma u ¢
Etanercept m Infliximab, kouto B moBeue ot 80% BOASAT 1O peMHCHUs WM TOJOOPEHUE H
MO3BOJISIBAT CIIMPaHe Ha TIIOKOPTHKOCTepouauTe. Karo anrepHaTHBa ca M3MOJI3BaHHM YCIICIIHO H
WHXUOUTOPHU Ha WHTepJeBKUH-6 Tocilizumab.

HCO6XO,Z[I/IMO € JOIBJIHUTCIIHO JICHCHHUC Ha YCJIOXHCHUATA Ha 60J'ICCTTa, KaT0 OCHOBHOTO €
apTepraiHaTa XUIICPTOHHUA KU UCXCMHYHUTC C’b6I/ITI/I}I, BCJIICACTBHUC HaMAJICHUAT KPHBOTOK B
CTCCHCHUTC Yy4aCTbLH. YcTanoBeHO €, UC MAIUCHTUTC C apTCPUUT Ha TakayaSU Ca C BUCOK pHUCK OT
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o0Opa3yBaHe Ha aTEPOCKIEPOTHUYHU IIJIAKU M €PEKTUBHUSAT KOHTPOJ Ha TPAJUIMOHHUTE PUCKOBU
(bakTopu 3a aTepOCKIIEpPO3a € ChIIECTBEH

4.3. BackyJIUTH Ha CpeJHUTE O r0JIeMUHA Ch/10Be

4.3.1.Polyarteritis nodosa (PAN)

Hexpotusupain BaCKyJIUT Ha cpedHume TO TOJEMHMHA WM MAJIKU apTepUH, KOMTO mpoTuda 6e3

TIIOMEPYJIOHEDPHUT WU BACKYJIUT HA apTEPUONH, KAMUISPH U BeHYIU. HOMO3HUSAT OIMapTepuT
psaka 6omnect. Uectota my e mexay 0.9-7.7 ma 100 xmn. Cperia ce mo-4ecTo B paifOHUTE C XEMaTUT

BUpycHa nH(pekus. Habmonasa ce npu nanueHTH BbB BCUYKU Bb3pacTd, HO Haif-uecto Mexay 40

n 60 ronunu. PasnuuaBar ce mbpBudeH u BTopuueH PAN. BropuuHusaT Hali- yecTto € CBBbp3aH C

Xenatut B BupycHa nndekuus, no-psako ¢ HCV, HIV, Herpes zoster, Parvovirusl9. Csio taka

MOXEC Ja C€ Ha6J'IIOI[aBa IIpyu KapuuHOMH, KPbBHHU 3a00J1s1BaHUs (KOCMaTOKHeT’b‘IHa JICBKECMUA,

MHUCIOJUCITIIACTHYCH CI/IHI[pOM).

HaTOMOp(i)OJ'IOFI/I‘lHaTa KapThuHa CC XapaKTCpHU3upa CbC CCTMCHTHO BB3NAJICHHC HAa BCUYKH CJIOCBC

Ha CbJ0BaTa CTCHA HA MAJIKUTEC U CPCAHUTE MYCKYJIHU apTECpHUH, KOCTO CE€ OTJINYaBa C (bH6pHHOPII[H8

HEKpo3a U pa3Hoo0pa3Ha KJIeTh4Ha HHOUITPAIHSL.

Jluarno3ata ce nmoctaBsi criopes kiacudukanuonnure kputepuu Ha ACR ot 1990 r.

Kpurepuit

Hepuanmms

1. 3ary6a Ha Terio ¢ > 4 kg

3ary0a Ha moBeue oT 4 K OT Ha4aioTo Ha 3a00NSIBaHETO |,
KOETO HE Ce ABJDKU Ha INETa WK IPYyTH (hakTopH

2. Livedo reticularis

JIMBUIHO PETHKYJapHO 3acsiraHe Ha YacTH OT KoXarTa Ha
KpallHUIIUTE U Tpyna

3. TectukynapHa OoJika

Bosnka nnu 4yBCTBUTEIHOCT HA TECTUCHUTE, KOSITO HE C€ ABJDKU
Ha MHGEKIMs, TpaBMa WK Apyra NpUYrdHA

4. Muanrus, ciiadoct

Hudy3an muanrum (¢ M3KIIOYEHHE HA PaMEHHHS U Ta30BHS
MOSIC) WM TIOJIMHEBPOTNATHS, WJIM MYCKyJlHa ciabocT, WM
00JIC3HEHOCT B MYCKYJIUTE Ha KpakaTa

5. MOHO-WJIM NOJUHEBPONATHS

PazBurue Ha MOHOHCBpOIIAaTU:,
MOHOHCBpPOHATHU UJIW NOJMHCBPOIIATU L

MHOXXCCTBCHA

6. JInacTomM4HO KPHBHO HAJISATaHE
mo-Bucoko oT 90 mmHg

Pa3Butne Ha XUIICPTOHUA C JUACTOJIMYHO KPHBHO HAJIATAHE 110~
Bucoko ot 90 mmHg

7. IloBuiieHa ypes Win KpeaTHHUH

[MoBumenne Ha ypesta Hax 40mg/dl (14.3mmol/l) wmu Ha
kpearununa Hax 1.5 mg/dl (132mmol/l), koeTo He ce mbmku Ha
JIeXHJpaTaIys Wi 00CTPYKIIUS

8. Xemnarut B BupycHa nndexnus

Hanmune na HbsSAQ nnm anturena B cepyma

9. Aprepuorpadcku HapyIeHus

AptepuorpaMa, IOKa3Bailla aHEBPU3MH WM OKIy3UH Ha
BHCLIEPATHUTE apTEPUH, KOUTO HE CE JBIDKH Ha aTePOCKIIEPO3a,
(bubpo-MyCKyJIHa JUCIDIA3US WIH JAPYTH HEBB3MATUTCITHA
MTPUYMHA

10. buomcuga HaA MaJKH WIU

XUCTOJOTHYHU IIPOMCHU, IIOKa3Ballu HaJIM4yue Ha
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CpemqHH TO pa3Mep apTepHH, | TPAaHYJIOLUUTH U MOHYKJICApHU KJIETKH B apTepHaiHaTa CTeHA
CHIBPIKAIIN TOTUMOPPOHYKIeapH

JluarHo3ata ce mocraBsi IpU Haaudue Ha noHe 3 oT 10 kpurTepust cbc CeH3UTHBHOCT 82,2% u
cneruduaHocT 86,6%.

Judepenunnanara AuarHo3a ce MpaBU OCHOBHO € JpyrW BackynuTtH, Haii-uecto ¢ ANCA
aCOIMMPAHHUTE, KPHUOTIIOOYJTMHEMUYHHUS BACKYJIHT, WIM CbC CHUCTEMHH 3a00JsBaHHUS Ha
CheMHMTENHATA ThKaH. CHCTeMHH WH(PEKIINN KaTO €HJOKAPAUT HIIU TICEBJOBACKYIUTHH CUHAPOMHU
KaTo XOJIECTEPOJIOBH €MOOJIH, MUKCOM B JISIBO MpEIChpAne, aHTU(HOCHOIUIUACH CHHIPOM TpsOBa
1a ObAaT U3KIIIOUYEHH.

JledeHHETO € Crope] JOKAIU3AMUATAa U TeKecTTa Ha 00JleCTTa ¥ MPOrHOCTHYHHMTE KPUTEPHU
Five Factor Score (FFS). llenta Ha JjedYeHHETO € T[IOCTHTaHE HAa KJIMHUYHA PEMHUCHS U
HOpPMaJIM3MpaHe Ha MapaKJIMHAYHUTE TII0Ka3aTead W (YHKIHOHAJIHUTE TECTOBE 3a OPraHHO
aHTOKHUPaHe.

[Tpu PAN 6e3 nomu npornoctuyan axtopu FFS=0, nedenuero e camo ¢ koprukocrepouan. To e
JIOCTaThYHO €(DEKTUBHO U C MO-MAJIKO CTpaHW4YHM edekTu. [Ipu Hammuyue Ha JOIM MPOrHOCTHYHH
(bakTopu WM HEeIOCTaThbueH €(EeKT OT CaMOCTOSTEIHOTO TIIOKOKOPTHKOHMIHO JIEYCHUE ce J00aBs
UMYHOCYIIPECHBHA TEPAITHSL.

FFS=0 I'K caMocTOsITeNIHO, MPOIBLKATEITHO 32 HE TO-MaJIKo OT 12 mecena
FFS>1 'K + nuknopocdamua B KOMOUHAIMS 3a TOCTUTAHE HA PEMUCHS

(MuHMMYM 12 Mecelia) 3aMEHEH OT JIpYTH, 10-MaJIKO TOKCUYHU
MMYHOCYIIPECOPH 32 MOJIBPKAHETO i (a3aTHOMPHH, METOTPEKCAT)

Ilpu OGonaHMTE C MOAMAPTEPUUTHC HOMO3a KOPTUKOCTEPOMIMTE CE€ 3amoyBar B 1034
methylprednisolone 1mg/kg aHeBHO, MpH Te3W ¢ TEXKKH CHCTEMHHU MPOSIBU Ce MpHjara U myJsc
Tepanus ¢ o 1gr B 3 MOpeAHU THH, CIeI KOETO BEAHBK MECEUHO 1Mo popMaTa Ha HHTPABEHO3HA
uHdy3us. Koraro ce Hopmanusupat npob3nanutenaute nokasarenu (CYE, C peakTuBeH MPOTEHH)
U Ce TM000pH KIMHUYHOTO ChCTOSTHHME Ha IAllMeHTa, KOETO CTaBa OOMKHOBEHHM 3a 3 CEIIMHIIA MOXKE
J1a 3aI0YHe HaMaJIeHHe Ha J103aTa.

Hmynocynpecopu

Cyclophosphamide ce mpunara oOuuaitno B nmo3a 2 mg/kg 3a exHa roanHa B KOMOWHANus ¢
KOPTHKOCTEpOouau. TOo3M peXHuM € JOCTaThYHO €(EeKTHBEH M € CBhC CPAaBHUTEIHO  HHUCKA
TOKCHYHOCT. Haii-uecTure cTpaHn4HU €EeKTH NpH Te3H OOJHU ca XeMOpParu4Hu IUCTHTH, PuOpo3a
Ha MUKOYHHS MeXyp, KOCTHOMO3bYHA CYIpPECHs, OBapHalHa AUCHYHKIHS, KAPIUHOMHU (THKOIHHUS
MeXyp, MaJTUTHEHHU XeMonaTun). ChIo Taka Cepuo3HU HHPEKINH, 0COOCHO KOraTo € B KOMOWHAIIHS
C BUCOKH JI03U KOPTHKOCTEPOUIH.

87



Azathioprine, Methotrexate u apyrm HIHTOTOKCHYHH Ji€KapCTBa C€ H3MOA3BaT CaMO IPH
KOHTpaWHIMKAIIMK 3a TMPUIOKEHUE Ha MUKIopochamMui WM 3a HOAAbpIXKAIIa Teparus Ipu
MAIUEeHTH C MO-TEXKU (GOPMH CJIe]] CIIMpaHeTo Ha uKiIodochamua 3a nmeprox 12-18 mecera.

IInazmadepesa moxe ga Obje Mojae3Ha KaTO BTOpa JMHUS Tepanus npu pedpakTepeH Ha JieUeHHe
PAN, kaTo Mo’xe a orpaHUYH YCIOKHEHUATA U TPAaHHUTE YBPEKIaHUS.

Jleuenne va PAN mpu HBV undexnus

[Huknopochamun u npoasoxutenex npueMm Ha 'K ca nporuBonokazanu

'K camo B HauaI0TO Ha TepamusITa 3a KpaTko (JIBe CEIMHIIN) 3a IIOCTUTaHe Ha ObpP3 KOHTPOI
Ha 00JIeCTTa, MOCJIEABAHN OT AHTUBUPYCHH areHTH

[Tnasmadepesa (4eTupu IbTH CEAMHYHO 32 TPU CEJAMMITN) B KOMOMHAITUS C

Awnrtusupychu (vidarabine/lamivudine+interferon-2b) 3a umyHoIOrHYHO OYKHCTBaHE HA
nHpexTupanute xernarornutu u [IUK

Rituximab npu pedpakTepau ciydan

[Ipennounta ce HagamHoto yeuenne Ha PAN mpu HBV mudexuus na 6bae KoMOMHALINS MEXKITY
wia3madepesa ¥ MPOTHBOBUPYCHO JIEKAPCTBO C KOPTUKOCTEPOUIHM 3a OBpP3 KOHTPOJI Ha
KMBOTO3aCTPAIIABAIUTE TPOSIBM Ha OOJIECTTa, KOMTO Ca HAW-YECTH Mpe3 ITbPBUTE CEIMHUIM OT
3abomsBaHero. Cien ToBa JICYCHHWE KOPTUKOCTEPOMIHMTE CE€ CIIMpAaT BHE3AaHO 33 Ja MOXe
MH(EKTUPAaHUTE XETaTOUTH Ja CE€ M3YHCTAT U J]a C YJIECHH CEPOKOHBEPCHATA OT IMO3UTHUBOCT 3a
HBeAg xbM mosutuBHOCT 3a antiHBeAb. IIpu PAN ¢ HBV undekius koMOUHAIMITA MEKIY
nporuBoBupycHH NekapctBa (Vidarabine wimn Lamivudine) ¢ interferon-2b Bomu mo muoro noopu
TEpareBTHYHU pe3yIaTaTy.

4.4. BacKyJUTH HA MAJIKHTE Ch/I0Be
ANCA aconunpanu Backyuru (AAB)

ANCA aconuupanuTe BacKyJIHTH Ca HEKPOTH3WPAIIM BACKYJIHTH, MPEHMYIIECTBEHO 3acsTalld
MAJIKUTE ChJOBE (KamWIspH, BEHYJH, apTepuosid win Manku aprepun) acouuupanu ¢ ANCA, cbe
crieruduyurocT kKbM Muenonepokcuaaza (MPO-ANCA, pANCA) wmu nporennasa 3 (PR3-ANCA,
CANCA).

OCHOBHHTE KIMHHUKOIIATOJIOTMYHU BapHWaHTH Ha AAB ca:
Muxkpockoncku nosmanruut ( Microscipoc polyangitis).
I'panysiomaro3a ¢ mosmanruut (Granulomatosis with polyangitis (Wegener's)),

Cungpom na Churg-Strauss (Eosinophilic granulomatosis with polyangitis (Churg-Strauss)
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ANCA BackyauTuTE ca 3a00JIIBaHUS CbC CUTHU(UKAHTHO BUCOKA MOPOUTHOCT U CMBPTHOCT, KaTo

IIOYTH BCHYKHM ITAaJUCHTU H3HUCKBAT arpe€CUBHO HMYHOCYIPECHUBHO JICUCHHUC.

cMBpTHOCTTA € > 90% B paMKuTe Ha 5 TOJIMHU.

be3 neuenune

ANCA aconuupaHuTe BacKyJIUTH ca penku 3adonsBaHus. Yectora um e 4-5/MuimoH 3a
MUKPOCKOTICKHSI TTOJIMAHTUUT, §-30/MUIMOH 3a rpaHyJoMaTo3ara ¢ MOJHaHTHUT U 1-3/ MUIHOH 3a
cunapoma Ha Churg-Strauss.

Jlnarsosara ce IMOCTaBs Bb3 OCHOBAa Ha KJIACH(HMKAIMOHHH KpUTepuH, ch3fanenun or ACR u
kputepun 3a nedunuims Ha Backymuture crmopex Chapel Hill Consensus Conference (CHCC).
Hsima ch3aieHn KpUTEPUH 32 MEKPOCKOTICKUAT ITOJHAHTHHUT.

Bun ANCA
BaCKyJIUT

Kpurepun cniopen ACR

Kpurepuu cniopen CHCC

I'panynomaroza  Ha
Wegener

HexpoTusupamo  HazalHO HIH  OpaJHO
BB3MAJICHUE

[Tpomenu B pertreHorpadusita Ha 651 1pod
YpuHapeH ceAUMMEHT
I'paHy;IOMaTO3HO BB3MAJICHHUE NIPU OHOTICHS

(2 ot 4 xpurepus)

Hekpotusupaio IPaHyJIOMaTO3HO
BB3MAJICHUE Ha TOPHUTEC U JOJIHHUTEC
JANXaTCIIHU IbTUIA u HCKPOTHUYCH
BAaCKyJIUT Ha MAJIKUTC U CPCAHUTE CHbAOBE
(Kanuispy, apTepHoIIn, BEeHYIH,apTepuu U
BEHH)

Yecto ce  cpema  HEKPOTH3UPALI
TJIOMepYJIoHe)PHUT.

MUKpOCKIIOHCKH
MOJMAHTHHAT

Hsama kputepun

Hexporusupary BacKyJHT, C MaJlKO WU
0e3 UMYHHHU OTJIaraHusi, PEUMYILECTBEHO
Ha  MajJKuTe  CbIoBe  (KaIlWuIpH,
BCHYJIM,APTEPHOIIH), MOXKE Ja uMa
HEKPOTU3Upall BAaCKYJIHT Ha MAIIKUTE W
cpenuuTe aprepud. YecT HEKpOTH3MpAILL]
rIoMepyioHeppuT " OemopobeH
KalWISIpUT.

JInmcsa TpaHyJIOMAaTO3HO Bb3IIaJICHUC.

Cunnpom nHa Churg-
Strauss

AcTtMa
Eo3unopmmus
MoOHOHEBpONATHS WX TTOJIMHEPOIATHS

BenoapoOum wHOUITpaTH, KOWTO HEe ca
¢buKcupaHu

[IpomeHu B mapaHa3alHUTE CHHYCH

ExcTpaBackynapHa €03UHOGHINS
(4 ot 6 xpuTepus)

boraro Ha €03MHOGHIN U HEKPOTHU3UPALIO
IPaHyJIOMaTO3HO BB3IMAJIICHUE, YECTO
BKJIIOYBA  PECHHMPATOPHUSAT  TPaKT U
HECKpOTHU3Hpall BaCKyJIUT Ha MaJIKUTE U
CpeIHHTE CHIOBE, ACOLUHMPAH C acTMa U
€03MHOIITHSL.

ANCA ce cpemiar mo-4ecrTo, Korato uma
rioMepyiaoHepuT
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Judepennuanyia auarosa ce npaBu Haii-uecto Mexay pasznudnute BugoBe ANCA aconuupanu
BaCKYJIUTH, CBIIIO TaKa ¢ APYr'M BacKyJIUTH Ha MajJkuTe chaoBe, Goodpasture syndrome, cucteMHu
3a00JsiBaHUST HA CBhEJAMHUTENHATa THKAH,CUCTEMHU WH(DEKIMKA KaTo CHIOKApIHT, CEICHC,
rpaHyJIOMaTO3HHU 3a00JIIBaHuUs - MUKO3H, TyOEpKYyJ03a, CAapKOU103a.

Jleuenuero IIpyU TPUTEC BACKYJIMTHU CHHAPOMA C€ OCHOBaBa Ha €IHAKBW IIPHHIMWIIKN W KMMa 3a LCII
IMOCTUTAHCTO Ha IIbJIHA PEMUCHUS. AXO TOBa € HEBB3MOXKHO TO nejira € 4yaCTU4Ha PEMUCHA U
nmocjacaBamo npeAnasBaHe OT pCuuaANBU.

Jedunuuu Ha u3xonaa ot eyenueto (EUVAS):

[TbsHA pemucus Jlunca Ha BcskakBa (KIMHHYHA, CEPOJIOTUYHA, OT 00pa3Ha
nuarHoctrka) aktuBHoct BVAS=0

YacTtuuna pemucus Curau(uKaHTHO HAMaJICHA, HO C TIEPCUCTUPAITU HUCKU
HUBa aKTUBHOCT, KOSATO C€ OYKBA Jla Hamaliee OT JICUCHUETO

Pemnaric BbpHana ce nim HOBa aKTUBHOCT

Manbk Kontpou nipu nosumenue nozara na KC

[Nonsim Boau 1o pynknmonanuu HapymeHus U U3UCKBa JICYCHUE C
nukiohochamu

JIEYEHUE

KopTukocreponau

3a wHAyKIWs Ha pemucus ce 3amouBa ¢ Mmethylprednisolone B noza 1 mg/kg mHeBHO, B
komOuHaimst cbe Ccyclophosphamide wnm methotrexate. Ilpu cinyuaute Ha oOpraHo- WK
’KMBOTO3aCTpalllaBaHe, KAaTo allBeoJiapHa XeMOparus, Obp30 Mporpecupar rioMepyaoHedpuT ce
J1aBaT BUCOKHM 703U nHTpaBeHo3eH methylprednisolone 1 g B 3 mocnenoBarentu AHH, Clie KOSTO
1 mg/kg 3a 3-4 ceaMuIM W TOCTENIEHHO HAMAllCHWE HA J03aTa B 3aBUCHMOCT OT aKTHBHOCTTA.
Jloctura ce g0 noaabpxkamia jgo3a 5-10 mMQ/mH, KaTto TpH roisMa 4YacT OT IAlMEeHTUTE
KOPTUKOCTEPOHMIUTE HE MOTAT Ja ObJIAT CIIPEHHU HAITBJIHO.

Cyclophosphamide - unayknus Ha peMucHs | 3a TOIbpKaHeTo i. [Ipriara ce mepopaiHo B 1032
2mg/kg mHeBHO B KOMOWHamusi ¢ rimokopTkoctepouan 1 mg/kg. KomOuHmpanata Tepamust 3a
NPOIBIKATEIHO BPEME B MHOTO OT CJIy4aWTe€ BOJAM JIO BHCOKAa KyMyJaTHBHA J[03a Ha JIBETE
JIeKapCTBa, M KaTO PE3yJTaT MOBHIIIABAHE HA CBBP3aHATA C JICYCHUETO MOPOUIHOCT U CMBPTHOCT.
[IpoxpmxuTennara ynmorpeda Ha 1ukiodochaMusl € CBbp3aHa C 4eCTH WH(OEKIUHU, JIEBKOIICHUS
BCJIEICTBHE MMOTHCKAHE HA KOCTHHS MO3bK, HH(PEPTUIMTET, XeMOpPAruyHU IIMCTHTH, KApIIMHOM Ha
MUKOYHUAT MEXYP.

[Tync cvc mmrmodpochamua e anTepHaTHBa 3a peAylHpaHe Ha KyMyJlaTHBHaTa J03a Ha
nuknodochamuma. Cuura ce , ye MyJcHaTa Tepamus € Mo-0e30macHa OT €KETHEBHHSAT IMPHEM.
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[Tpunara ce mHTpaBeHo3HO 15 MQ/KQ Ha Bceku 2 CeaMHIM TPUKPATHO, CIIEA TOBAa Ha Bcekd 3-4
CEe/IMHULIM.

KomOunupanara tepanusi € craaaptHara Tepanus 3a JedeHrne Ha ANCA aconunupanu BacKyJIUTH.
[Ipunara ce B mpoabpDkeHHE Ha 6 Mecela, Clie]l KOETO C€ IPEBKIIOYBAa Ha a3aTHONPHH C
KopTHKOCTEepouu 3a 18-24 mecena.

Methotrexate - mo-maiko TOKCHYHa ajTepHaTHBA Ha HUKIO(pochaMuIa 3a HHAYKINS Ha PEMUCHS B
komOuHarmst ¢ 'K 3a neyenne Ha manmentn 0e3 3acTpamiaBaHe Ha (DYHKIMATA Ha 3aCeTHATUTE
OpraHd U IpH JoKanu3upanata ¢popma. [Ipunara ce B no3a 0.3 mg/Kg ceAMHUYHO IPU MALMEHTH C
HopMasiHa ObOpeuna (ynkius. [Ipunara ce B komOuHanus ¢ onueBa KUCeNWHA 32 pelyllupaHe Ha
CTpaHHUYHHUTE €PEKTH.

Azathioprine - 3a mogabpkaHe Ha peMucHs B 103a 2 MQ/KQ aHEBHO B KOMOMHAIIMS C HUCKH JTO3H
I'K ciien muknodochamua

Leflunomide - anrepnatuBa 3a mogmbpkaHe Ha pemucust korato MTX, asatuompuHa ca
NPOTHBOIIOKA3aHH WITK HE ca J00pe ToJepUpaHH.

Mycophenolate mofetil - Bropa nunus 3a nogabp)KkaHe Ha PEMUCHS, CaMO MPH KOHTPAUHIAKAI[UH
nau Hetosepupane Ha MTX, azatnonpun unu leflunomide.

Rituximab (MKB M30.0, M31.3) - mbpBa JHHUSA 32 WHAYKIUSA Ha PEMHCHS MPH T'€HEpATU3UPaHa,
Tekka W pedpakrepHa OoJiecT W HpUH NPOTHUBONMOKa3aHus 3a mukiaopochamua. Ilokassa
PaBHOCTOMHOCT 10 eeKTHBHOCT ¢ uKiIodocdamu. [pumara ce B 103a 375mg/m? cenmuyno 3a 4
ceaMuIn B komOuHarms ¢ Bucoku no3u ['K. Moke na goBene 10 MOCTHUTaHE HA PEMUCHS U
MOJTBPYKAHETO i O€3 JOIBIHUTENIEH TIPHEM Ha TIFOKOPTHKOCTEPOU/IH.

Rituximab, B koMOHMHAIMs C TJIIOKOKOPTHKOUIM, € TIOKa3aH 3a JIeYeHHe Ha BBH3PACTHHU MAI[HEHTH C
TeKKa aKTHBHA TpaHyJIoMaro3a ¢ mnojuaHruuT (rpanynomaroza Ha Wegener) (I'TIA) u
MHUKPOCKOTICKH TToJinanruut (MITA).

BuBexnane B peMucus

HpeHOp’L‘II/ITeHHaTa J03a Ha Rituximab IIpH TECpalud 3a BbBCKIAAHC B pCMUCHUSA HA I'PAHYJIOMATO3a C
MOJIMAHTUUT U MHUKPOCKOIICKH IMOJIMAHTHUT € 375 mg/m2 TCJICCHA TTOBBPXHOCT, MPUIIOKECHA KATO
HWHTPAaBCHO3HA I/IH(I)YSI/IH BCAHBX CCIAMHUYHO B MPOABJDKCHUC Ha 4 cCaAMUIIU (0611_10 YCTUpHU

Hoz[m,pxcamo JICUYCHUC

Crnen BpBeXIaHe B peMucus ¢ Rituximab, mogapprkario gedeHue TpsioBa aa ce 3arovyHe He o-paHo
ot 16 ceqmunu ciex nocneanata nHpys3us Ha Rituximab.
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Crnen BBBEXKIAHE B PEMHUCHS C JIPYro CTAaHAAPTHO JICUCHHUE C MMYHOCYIIPECOPH, IMOIIbPIKAIIOTO
nedenue ¢ Rituximab TpsOBa aa ce 3amouHe 1o BpeMe Ha 4-CeIMUYHMS TICPUOJI ClIe PEMHUCHATA Ha
3a00JIIBAHETO.

Rituximab tps6sa nma ce mpmioku kato aBe i.v. uHy3mm ot 500 mg mpe3 ABE CEAMUIH,
rmocienBaHu ot enHa i.v. uHpy3us ot 500 mg Ha Bceku 6 Mecena ciep ToBa. Ha maruenturte TpsioBa
na ce npuiara Rituximab B mpoabiikeHHe Ha Hall-maliko 24 Mecela clie]] IOCTUTaHe Ha PEeMHCHS
(Jurica Ha KIMHWYHU MPU3HAU U cuMnToMu). [Ipu manueHTHTE, KOUTO MOXE Ja ca C MO-BHCOK
PUCK OT peuuauB, JICKapuTe TPsAOBA Ja HMaT MPEABUA TO-TOJSIMA MPOJBIKUTEITHOCT Ha
noJyrbprkaiara tepanus ¢ Rituximab, 10 5 rogunu.

HMHTpaBeHO3HN HMYHOIJIOOYMHHN ce mpuiaraT B go3a 400 mg/kg nHeBHO B 4 mocienoBaTe/iHu
JTHH TIPU TIepcucTrpaiia 6oject 6e3 TeKKH OpraHHd AUC(HYHKIIHH.

TNF omoxepu - uznonssar ce Off-label. IlpoyuBanus couar, ye ca edekTuBHE Mpu pedpaKTepHH
cinygau: infliximab 5 mg/kg tpukparHo npe3 2 ceaMuIy.

MPEINOPBKU 3A JIEUEHUE HA EULAR/EUVAS
Nuayknus Ha peMucus IPH TeKKa U reHepajau3upana ¢popma

Cyclophosphamide - moxe na npuara ce moj ¢popmara JBa pexuma, KaTo Ipu BTOPHUST ca I10-
c1abo MPOSIBEHU CTPAaHUYHU €(DEKTH. 3aIbIDKUTEITHO B KOMOUHAIUS C BUCOKH JT03U
KOPTHKOCTEPOU/TH.

Hepopanuo npunoxkenne 2 Mg/kg naesro (mMakcumym 200 MQ/aHEBHO), ¢ aganTHpaHe Ha Jo3aTa

IIpY BB3PACTHHU MALMEHTH U IpU ObOpedYHa HEIOCTaThYHOCT; HEOOXOJUMO € OpOsT Ha JEBKOILIUTHUTE
na Opae Han 3,5 w/mim abcomtoTreH Opoi Ha HeyTpoduau > 1,5; mo3ata na ce mpueMa CyTpUH C
MHOT'O TEYHOCTH.

HuTpaBeHO3HO mpuiiokeHue mysic Tepanus 15 mg/kg Ha Bceku 2 ceIMUIM TPUKPATHO, CJIe]] TOBA HA

BCEKH 3-4 ceIMUIIN;

Rituximab — npuara ce B 10o3a 375 mg/m? ceAMUYHO B YETHH MOPEAHU ceaMmuin. [Ipuiara ce B
KOMOWHAIMSI C BUCOKH J03U KOPTUKOCTEPOUIH.

Rituximab, B komMOuHaIus ¢ TIIOKOKOPTUKOHU/IN, € TIOKa3aH 3a JICYCHWE Ha BH3PACTHU MAIlUCHTH C
Te)KKa aKTHBHA TpaHyJIOMaro3a ¢ mojduaHruuT (Tpanynomaro3a Ha Wegener) (I'TIA) u
MHUKPOCKOTICKH TToyinanruut (MITA).

BbBexnane B pemucus
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[IpenopbunTennara go3a Ha Rituximab npu Tepanus 3a BbBeXJaHE B PEMHUCHS Ha FPaHyJIoMaTO3a C
MOJINAHTHUUT U MUKPOCKOIICKH MOJUAHTUUT € 375 mg/m2 TenecHa MOBBPXHOCT, MPHUIIOKEHA KaTO
MHTPAaBeHO3Ha HMH(QY3Us BEIHBXK CEAMHYHO B NpoAbbkeHne Ha 4 ceamunu (00IIO yeTHpU

uHOpy3Un).

[Mogabpxario gedueHune

Cren BpBeXIaHE B pemucus ¢ Rituximab, moaabpixkaliio jgeucHue TpsOBa Ja ce 3al04YHe HEe M0-PaHo
ot 16 cenmunm cien nocineaHata nHGy3us Ha Rituximab.

Cren BBBEXKIAHE B PEMHUCHs C JPYro CTAHIAAPTHO JICYCHHE C UMYHOCYIPECOPH, MOITIbPIKAIIOTO
nedenue ¢ Rituximab TpsiOBa 1a ce 3amovHe 1Mo BpeMe Ha 4-CeIMHUUYHUS TIEPUO/] CIIC PEMHCHATA Ha
3a00JIsIBaHETO.

Rituximab tps6sa nma ce mpwiokd kato naBe i.v. uHy3um ot 500 mg mpe3 ABE CEIAMUIM,
MOCIIeZIBAaHM OT eaHa 1.v. mHPy3us oT S00 mg Ha Bceku 6 Mecera ciie ToBa. Ha manmentuTe TpsioBa
na ce npuiara Rituximab B mpoabikeHne Ha Hali-maiako 24 Mecela e/ IOCTUraHe Ha PeMHUCHSI
(yurica Ha KJIMHWYHU MPU3HAU U cuMOToMu). [Ipu mamueHTHTE, KOUTO MOXE Ja ca C MO-BHCOK
PUCK OT peuuauB, JeKapuTe TpsOBa Ja HMaT MPEABUA IO-TOJsIMA MPOIBIDKUTEIHOCT Ha
moIbprKaliara tepamus ¢ Rituximab, 1o 5 roaumu.

KopTukocrepouan - npy u3pa3eHa akTHBHOCT ce mpuiiara myic tepanus ¢ methylprednisolone 1
g nueBHO B 3 mopeanu aHU. Cliel ToBa KOPTHKOCTEPOUIHATA TEPAITHsI CE MPOIbIDKABA €KESTHEBHO
1mg/kg none 3a 1 mecelr, ¢ mMoCiIeABAIIO MOCTEIICHHO HAMAlICHUE Ha J03arta (TS He TpsOBa 1a Ob/e
HaMalieHa moJ 15 My IHEBHO Hpe3 MbPBUTE 3 Mecela W CIeIBAll0 HAMAJCHUE N0 TMOAIbpXKAIIa
no3a 10 mg qHEBHO WJIM MO-MAJIKO IO BpeMe Ha pEMUCHSITA.

Hna3Maq)epe3a KaTO TCPANCBTUYHO CPEACTBO € IIOKA3aHA IPH MALUCHTHU C 6’Lp30 Imporpecupaliia
6’b6pe“IH3 HEAOCTAaThYHOCT U KATO JOIIBJIHCHUC KbM TCpAIInATa C HI/IKJIO(I)OC(I)B.MI/I,ZL u KC.

Nuayknus Ha peMUCHS NPH JIOKAJTU3MPAHA U M0-JIEKO NPOoTHYAaIa 6oJiecT

Methotrexate - mpuiara ce B 1o3a 20-25 Mg ceAMUYHO KaTo MepopaiHa UM MapeHTepaIHa
Tepanus, B KoMOUHaIMs ¢ GoareBa KucelnHa 1 mg THEBHO.

Koptuxocrepounau - mpuarar ce B 103a 1mg/kg B Hauamoro 3a 1 Mecelr, ¢ MOCaeABaIIIO M0-0bP30
HaMaJIEHHe Ha J03aTa.

HDO}IT)H)KI/ITQJ'IHOCTTZL Ha HWHAYKIIMOHHATa TEpanusg ¢ 6 mam 1moBeue MECCIIM, C TIOCTCIICHHO

pEeAVIIMPaHe A03aTa Ha KopTukocTepouaa mo 10 mg prednisolone nHeBHO.
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Tepanus 3a noxIbp:KaHe HA PEMHUCHS:

Hmynocynpecopute  (azathioprine,  methotrexate, leflunomide), kouto  3amectBar
nukiopochamua wu rituximab, TpsoBa n1a ce npuemar none 18 mecena (Mexnay 18 u 24 mecena).
Koprukocrepouaure cwio tpsa6sa aa mpoxbixkar (30-60% peuuauBupar ciel coupaHe Ha
JICYCHUETO). AJITEPHATHBA Ha KMYHOCYIIPECOPUTE 3a MOIbpXKaHe Ha pemucus ¢ rituximab. TIpe3
2014 1. ca nyOnMKyBaHM HaHHM OT MBPBOTO PAHIOMHU3HPAHO U KOHTPOJIUPAHO IMPOYUBAHE
Rituximab versus Azathioprine for Maintenance in ANCA-Associated Vasculitis (MAINRITSAN),
KOETO TIOKa3Ba, 4ye rituximab mpeBb3Xxoskaa a3aTHONpPHH 3a noaxbpkane Ha pemucus npu ANCA
acoruupanu Backynutd. Jleuenuero ¢ Rituximab e B mo3a 500 mg mpe3 6 mecerna. Cropen
@peHckara rpyna no Backyautd RTX e mo-go0bp OT Ipyru jekapcersa, Kato azatuonpud u MTX
3a mojyIbpKaHe Ha pemwucus. Rituximab, B komMOuHaIus C TIFOKOKOPTHKOWIM, € TOKa3aH 3a
JIeYeHHEe Ha BB3PACTHH MAIMEHTU C TEXKAa aKTHBHA TPaHYJIOMAaTo3a ¢ MOJUAHTUUT (TpaHylIoMaTo3a
Ha Wegener) (I'TTA) u mukpockorncku nonuanruut (MITA). Ilogabpaxaiio neuenue

Cnen BpBexxaane B pemucus ¢ Rituximab, moprbpikariio eueHre TpsAOBa Ja ce 3aI10YHe HE IMO-PaHo
ot 16 cenmunu cien nmocneaHara uHpy3us Ha Rituximab.

Criel BbBEKIaHE B PEMHUCHS C IPYro CTaHIAPTHO JICYCHHE C MMYHOCYIPECOPH, MOIHPIKAIIOTO
neuyenue ¢ Rituximab TpsOBa aa ce 3amodHe 1Mo BpeMe Ha 4-CeIMUYHHS [IEPUO]] CIC]l PEMHUCHUATA Ha
3a00JI9BaHETO.

Rituximab tps6Ba nma ce mpuioxu karo ase i.v. uHy3mm ot 500 mg mpe3 aBe CEIMHUIIH,
nocJenBadu ot eaHa 1.v. uHdy3us ot 500 mg Ha Bceku 6 mecena cien ToBa. Ha manmenTure TpsoBa
na ce npuiara Rituximab B mpoabiikeHne Ha Hali-maiako 24 Mecela ciie/] OCTUraHe Ha PeMHUCHSI
(;Urica Ha KJIIMHUYHH TPU3HALM W CAMIITOMH). IIpy marMeHTHTe, KOUTO MOJXKE Jia Cca C MO-BHCOK
PHCK OT peIMINB, JCKapuTe TpsAOBa Ja HMMaT TMPEABUA TO-TOJsIMa MPOJBIKUTEIHOCT Ha
noJyThpakaiiara tepanus ¢ Rituximab, 1o 5 roguan

He-ANCA acounupaHnu BacKyJMTH HA MAJIKHTE Chb/10Be

KeM Tasm rpymna npUHAAJIC)KAT KOXHHUTC BACKYJIWTH Ha MAJIKHUTC CBHAOBC (HGBKOHHTOKJ’I&SI/I‘IHI/I
BaCKy.TII/ITI/I), KpI/IOFJ'IO6y.]'II/IHCMI/I'-IHI/I BAaCKYJIUTHU U TOJIIMa 49aCT OT KOXHUTE BACKYJIMTHHU IIPOABU
IIpHU CUCTEMHUTE 3a00/IIBaHKS HA CbCIMHUTCIIHATA ThKaH.

KoxxHu BacKy/JMTH Ha MaJIKUTe CbAOBEe WJIHM HapedYeHHTe olle JeBKOUMTHKIAZMYHHI
BACKYJIMTH Ca Hali-4e€CTO CPEIIAaHUTE BACKYJIMTH Ha MAJIKUTE ChJ0BE. XapaKTEpHATa UM KIMHUYHA
M35Ba ca KOKHUTE JIE3UH THUN ,JTannupyeMa nyprypa“. Kiiacnueckara XuCTOJIOTMYHA HaXOJKa €
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¢ubprHONIHA HEKpPO3a Ha KJIEThYHATA CTEHA, OTOK HA EHJOTENa W CErMEHTHO HEyTPO(QHIHO
BB3NAJICHNE C JICBKOLIUTOKIIA3US. 3acaraT ce OCHOBHO MOCTKANWIAPHUTE BeHYIH. B romsma gacrt ot
CIlyJanTe ca WAMOMATHYHH, HO JICKAPCTBA, MHMEKIMH, MATUTHEHH MPOLECH, MU JPYTH CHCTEMHU
3a0oJsiBaHMs MoraT na ObJaT NpuuuMHa 3a  Ta3uw (opma Ha Backyaur. Morar pa Obaar
NPEIKIMHAYHA U35Ba HA CUCTEMHO 3a00JI1BaHe HAa ChbEMHUTEIHATA ThKaH M CUCTEMEH BaCKYJIHT.
HaGnrogaBar ce eHaKBO 4eCTO MPHU MBXKE M )KEHU M BBB BCHUKU Bb3pacTu. B 10% ot cimyyante
3acsirat Jena.

IMypnypara na Schénlein- Henoch e cucremen BackyinuT, KOHTO ce XapakTepusupa che cinabo
HQJIUTHATH EPUTEMHH KOXXHU JIE3UM, KOMTO HE Ca CBBP3aHU C MOMJIEKAIIa KOAryJIomaTHs,
abnomuHanHa Ooska U KbpBeHE, apTpuT U Hedput. ToBa e HaM-ueCTHAT BACKYJIUT IPH Jlela Ha
BB3pacT Mexay 2 u 10 roguau ¢ yectora 135-180/mmwmmon u camo 8-13/MUIIMOH 3a BB3PACTHHU.
Jlokato pgerckata gopma Ha OosiecTTa ce cuuTa , 4ye € OCHUTHEHa U caMOoOorpaHuyaBaiia ce 0oJecT,
TO MPHU BBP3aCTHU KATO IISUT0 € C TO-JI0MIa MPOTHO3a.

ETtnonorusita B moBeueTo ciydyau ocTaBa HeusBecTHa. OOMKHOBEHO C€ MpeluiecTBa C THU WU
CeaMHIIM OT MHQEKIMs, Hali-uecTo OeTa XEMOJMTHYEH CTpenTokok oT rpyma b, Staphylococcus
aureus, Esherichia coli, Mycobacterium tuberculosis, Mycoplasma pneumoniae, EBV, Hepatit B
virus, varicella, adenovirus, CMV, BakcuHanuu cpemry tud, mnapartud, xojepa, *bATa TPEcKa.
Hsxon nekapctBa KaTo NEHUUWIMH, aMnuuwivH, epurpomunmd, HCIIBa morat ma otkirouat
6onectra. CTYZIOBU BB3ACHCTBHS, yXallBaHEe OT MHCEKTH, XPAaHUTEIHH AJIEPTeHH CHIO Ca OMHCAHU
karo Tpurepupamu ¢akropu. Kiiacudyeckata KIMHUYHA TpUaJa BKIOYBA NalNHpyeMa Myprypa,
CTaBHU CMIITOMH (apTpUT/apTpaliruu) U abioMuHaIHa O0JIKa.

Kpuorino0yJimHeMHYHUTEe BACKYJHUTH TIOpa3sBaT MAJKUTE CBHIOBE OT KPHONPEIUITHTHPALIH
umyHOTNIOOymHN. Haii-uecto ce acormuupar ¢ Xenatut C BupycHa mHbpeknus (60-90%), karo
KJIMHUYHATa UM Uu3sBa e nannupyema nypiypa. Ocsen ¢ HCV undekuus kpuornoOynuHeMmusra ce
acoluupa oOme ¢ KpbBHU 3a0oisBaHMA  (MYATHIUICH MHEIOM, MAakKporyoOyJIuHeMHUs,
muMmdonponupepaTuBHU  3a00isBaHUsA), C OOJeCTM Ha ChEIWHUTENHATa TbKaH, BHUPYCHH,
6axrepuanau unpexnuu (HBV, CMV, EBV, cudunuc, naiimcka 6omecr).

3acsra »KeHH Ha Cp€aHa Bb3pacCT IMO-4€CTO B CHACMHUYHU paﬁOHH ¢ Hajgumuue Ha HCV I/IHCI)CKLII/ISI.

Leucocytoclastic 1. Bw3pact Ha nosiea >16 roauHu

vascilitis 2. AHaMHe3a 3a yrnoTrpeda Ha JIieKapcTBa

3. [Nannupyema mypiypa

4. Maxyonaryio3eH rush

5. buomncusa Ha aprepuosid WM BEHYJIM C TPaHYJIOLUTH
MIEPUBACKYJIApHO MU EKCTPaBACKyIapHO

3a ouaenosa ca neobxo0umu 3 Kpumepusl

Henoch- Schonlein | [aanupyema mypnypa (3aibJ2KUTe1eH KPUTEPHIi) U TOHE SIUH OT
purpura CIIE/THUTE:

1. Indyzna abpomuHanad 0ojka.

2. buoncus nmokaspama IgA nemnosutu.
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3. ApTpuT/apTpairuu.
4. bpOpeuHo aHTaxupaHe (XeMaTypus /U TIPOTEHHYPHS).

Cryoglobulinaemic | msma

vasculitis

TepaneBanHO MOBEACHHE: OINMpCAciisA CE€ OT TOBA JaJlM MMa CUCTEMHH IIPOsIBH, OT TCKCCTTAa Ha

KOXXHHUTE JIC3UH U JaJIM UMa HAJIMYHA XpPOHUYHA I/IH(i)eKLII/IH.

Baxmno e Ja ce I/I,Z[CHTI/I(i)I/IHI/Ipa " OTCTpaHU IPEAIIoIaraCMusT aHTUI'CH, aKO TOBa € Bb3MOXKHO, J1a C€
JICKYBa OCHOBHOTO 3a00/1BaHe aKo BAaCKyJIUTBHT € CBIBTCTBAIA IIpOABa WM Ada CE€ OTCTPaHU

TYMOPBT IIPU MAJIUTHCHOCT.

JleueHme IIpU JICBKOOUTOKIIA3UYHUTEC BACKYJIUTU

CaM0 KOKHH JIe3HH
(Heyc/10:KHEeHN)

TIOKOMW, MOBAMraHe Ha Kpakara, MoAIbpiKalla Tepanus(doparnu,IpeBpb3Kn),
XUIpaTays

antuxucramuan, HCIIBI, Antumanapuiinu, Koaxunus,

Jlanicon

IIpu ynuepauum Ha
KOKHMTe JIe3nU

Koprukocrepouau B komOunamws ¢ MTX wimn

Koptukocrepounu ¢ nukiodochamua

IIpu CHCTeMHH
NMPOSIBH  KOMOMHAIUS
OT KOPTUKOCTEPOUIN U

Cyclophosphamide 2 mg/kg amelkf wiu mox dopmara Ha IMyJC Teparus
1.0gr

Azathioprine 1-1,25 mg/kg nueBHO

MMYHOCYIIPECOPU
Mycophenolate mofetil 0,500-2,0 gr nuesHO
Cyclosporine 2,0 mg/kg mueBHO
Methotrexate 7.5-15 mg ceaqmiamo

IIpu Hedpur xomOuHanus ot 'K u umyHoCynpecopu, HHTpaBEeHO3HU UMYHOTJIO0YIHHHY,

Rituximab, masmadepesa.

Jleuenne Ha Henoch-Shonlein purpura:

Jlekn Jge3un

CHUMIITOMaTHYHO
Xunpatarus
AHTHXUCTaAMUHU
AcnupuH
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AmnanretTuiu
HCIIBx

Koptukocreponay JoKaiHO

JOudy3uu jie3un win cucreMHan | [mokokoptukonan B 1o3a 60-80 mg ou

NpOsIBH Cren oBnagsBane Ha cumnroMuTte - HUcky no3u 'K 3a uzbsirsane
Ha PEIHMB.
IIpu HeoBnansBane u XpoHuduiupane - Komxunux B 103a 2.0 g
JTHEBHO

Tesxkn, 0bp3onporpecupanm, I'moxoxoptukonnu 60-80 mg queBHo U nukiIopochamun 2

peuuIuBUpAaILIN mg/Kg nqHeBHO wiw myic Tepanus ¢ 1.0 gr MeceuHo Wiiu

MTX 10-25 mg cenMUYHO KK

Aszatnonpun 50-200 mg wiu

Iuknocnopun 3-5 mg/kg

ITpu HOMOBMMsABaHE ce mpuiara rituximab, umyHornoOynusy,
mia3mMadepesa

JleueHue Ha KPUOIJI00y THHEMHUYHHUTE BaCKYJIUTH :

EULAR/EUVAS npenopbuBar XenatuT C HeraTHBHHTE KPHOTJI00YJIHMHEMHYHU BACKYJIHTH Jia
ce JICKyBaT CIiope]] MpernopbKuTe 3a JieueHne Ha AAB (c KOPTUKOCTEONIN  UMYHOCYIPECOPH).

Rituximab moxe na ce u3non3sa npu namueHT ¢ Xenatut C, acOMUPAHU KPHOTIOOYIMHEMUUHH
BaCKyJIHUTH W MOXE Ja ObjJe T[OJe3eH [P HEACOUMHPAaHH C BHPYCH ECCHIIHAIHU
KpUOTIIOOYIMHEMUYHH BacKyiuTd. Rituximab e antepnatmBa, KOraro HMYHOCYIPECOPHTE ca
NPOTHBOIMOKA3aHH, Hee(PEKTUBHHU I HE CE MMOHACSAT J0Ope OT GOoNHUTE.

[Ipu 6bp30 mporpecupamo 60bOpeYHO yBpeKIaHe, TeXKa HedponaTus, € YMECTHO IPUJIAraHETO
Ha MHTPABEHO3HH UMYHOTJIOOYJITMHU WM M1a3mMadepesa.

AKO KpUOrjIoOyJIMHEMUYHUTE BAaCKYJIUTHU C€ IbJDKAT Ha MH(EKIHUS ce JIEKyBaT C €THOJOTHYHU
cpeactBa. Ilpu xematut C BupycHa HMHQEKIUs ce MpuiaraT HHTepPEepoH U pudaBapuH B
KOMOUWHAIIHS, KOSITO € TT0-100pa OT MOHOTEpaIusITa.

4.5.Backy/IUTH Ha Pa3JHYHH 0 F0JIEMHUHA Ch/I0Be
Bbosect Ha Bexuer (Beh¢éet's disease (BD))

bonecrra Ha bexuer € BaCKyJIUT, KOWTO MOKE J1a 3aCETHE M apTEPUU U BEHHU. XapaKTepu3nupa ce ¢
peLMIUBUpAIIM OpalHa U FeHUTaNHa adTo3a, B ChUYETAaHHE C OYHHU, CTABHM, FACTPOMHTECTUHAIIHU
w/umn ot IIHC Bw3nanurennu nezuu. Ilpu Hero ce HaGmogaBaT €IHOBPEMEHHO BaCKYJIHT,
apTepUalHd AHEBPU3MHU, TPOMOAHTMUT M TpoMOo3u. Cpemia ce MO-4ecTo MpH ONpeAeTeHH
eTHUYecku rpynu. Hanume e reorpadcko pasmpeneneHue Ha Oosectta Mo T.H. ,,IBT Ha
KompuHaTa”’- paiioHa oT Snonus u Kutaii 1o M3rounoro CpennzeMHOMOpUE BKIIIOYBAIIO CTPAHU
kato Typumsa m HMpan. Hait-uecto 3acsra Typuu, apMeHIM, UpaHIM, AMOHOU. Yectorara my e
Mexay 80-420 ma 100 xmin. 3a M3tounoro Cpepauzemuomopue u Typums u 1.6 ma 100xwm1. 3a
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3anmanna EBporna. 3anmouBa KbM TpeTarta jekajaa Ha kuBoTa. Acouuupa ce ¢ HLA BS. /luarnozara
ce TMOCTaBs C MO KpUTEpUUTE Ha MexIyHapoHaTa rpyla 3a MmpoydyBaHe Ha Oosiectta Ha bexder,

1990r.

I'1aBeH KpuTepuii

JApyru kpurepuu:

PenuauBupamm opannu nopakenus (agpTo3nu u xeprneTu(popMeHn), yCTAHOBEHH OT JIeKap WJIH
OT 0OJIHMAT, KOUTO PelIUBHPAT [IOHEe TPH NbTH B PAMKHTE Ha eJHA rOJUHA.

1. PenmmuBupariy s3BU IO TEHUTAIHHTE.

2. OuHH Ne3uu: Ipe/ieH YBEHT, 3a/IeH YBEHT, IPOMEHH B CTHKIOBUIHOTO TSUIO M BACKYJIUT Ha
peTrHaTa,yCTaHOBEHU OT O(TaIMOJIOT.

3. Koxnu ne3un: erythema nodosum, nceBnohoauKyInuT, Mamyao-myCcTyJI03HH JIE3UN WIH
AKHETOJOOHHU BB3JIM MPH OOJIHHU CJIe]] FOHOIIECKA Bh3PacT M KOUTO HE MPOBEKIAT
KOPTUKOCTEPOU/IHO JICUCHHE.

4. TlaTonmormdHa KOKHA peaknus clie]] yooxkaaHe (CTepUiIHa ITyCcTyla), OTYeTaHa OT JieKap Ha
24-s, 48-51 gac-T.Hap. ,,patergy test”

KPUTEPHU.

I[I/IaI‘HO?;aTa CC IMpueMa IMpu HaJIMIMUEC Ha ITIaBHUAT KpI/ITCpI/II\/'I 1 IIOHEC Ha ABa OT OCTAaHAJIUTC

JIEYEHUE

H3non3Bar ce ciaeaHuTe JIEKapCTBAa:

KopTokocTtepounau 1-2 mg/kg ¢ nognbpxkama no3a 1-2 tabnerku anesHo, [IT ¢ 1,0 ¢
BEHO3HO TPH BCEKU TO-TEXKBK ciydail. EQexTHBHM NpuU MYKO3HH U
KOXKHU JIE3MH, YBEUTH, HEBPOJIOTUYHN cUMITOMH. KaTto MOHOTepanus
i B KomOuHanusi. He mogoOpsiBaT JbiIrocpoyHaTa nmporuosa.

Colchicine 1-2 mg nHEBHO 1O OBJAJABAHE HA KIMHUYHUTE CUMNTOMHU. OCcOoOEHO

e(EeKTHBHHU MPU MYKO3HH, KOXKHHU IMIPOSIBH, apTPUT, eprTEMa HOAO3YM.
CurnudukanreH eeKkT BbpXy aKTUBHOCTTa Ha OoJiecTTa.

Benzathine Penicillin

1,2 mua. E Ha 3 cemmuim, ocobeHO epeKTHBEH B KOMOWHAIMSA C
KOJIXUIIUH NPU MYKOHA3QJIHU YJIIICPAIlUH U apTPHT.

Azathioprine

50-150 mg aHEBHO, CpelICTBO Ha W300p NpPHU OpPAIHH, TCHUTAIHH
yJLepalyy, apTpuT, OYHU nposiBu. HamansBa mosBata Ha MYyKO3HH,
KOKHH YJIIEPAlH, apTPHUT, OYHH CUMIITOMH. 3a TpO(pUIAKTHKA Ha
HOBU OYHHU IIPOSBH.

Cyclophosphamide

1,0 g/m? i.v. 1 mbT MeceuHo npu o4HW Hu cuctemMan npossu (LJHC,
apTepUalTHu aHEBPU3MHU ), TI0-100Bp edekT B komOuHanus ¢ ['K.

Cyclosporine

3-5 MQ/kg AHEBHO, P HEMOBIMSABAHE OT APYTHTE JIKAPCTBa, J00BD
NpH aKTHBHU OYHW BB3NAJCHHSA, IPH OMACHOCT OT 3aryba Ha
3pEHHUETO, HEBPOJIOTUYHH MPOSIBU.

Anti-TNF-alfa
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Infliximab 5 mg/kg Ha 6-8 cemmuiu
Etanercept 50 mg ceaMUYHO, HaMalsBa TOSBAaTa HA OpAIHH YIIEPAIHH,
HOJTyJapHH KOXKHU JIC3UH, MAyJIONYCTYJIO03HH JIE3UH
Rituximab 1000 mg na 15 gHM, curHHUKaHTHO MmomOOpeHHEe Ha ofmara
AKTHBHOCT

XupypruuHo JieYeHHe C€ Hajara Npud apTEepPHaAHU AHEBPU3MH W PEUUIUBUPAIIN MACHBHH
xemontusu. [lpu nepdopanus Ha gepBo, TPOMOOTHYHA OOCTPYKIIMS Ha rojieMu chaose. [Ipu ouHu
YCIIOKHEHHS-TIIAyKOMa, MTPEIUITUTATH B CTHKIOBUIHOTO TSLIO.

5.CUHAPOM HA CbOI'PEH

CunmpoMbT Ha SjOJren e XpOHMYHA BB3MAIUTEIHA AaBTOMMYHHAa OOJIeCT, KOSTO 3acsra
€K30KpUHHUTE JKJIE3U, IPEN BCUUKO CIIOHYEHUTE U ciib3HuTe. CuHIpoMbT Ha CrorpeH (Sjogren) e
TPETOTO HAW-4ECTO CPEIIaHO aBTOMMYHHO 3a00sBaHe cie peBMaTouacH apTput (PA) u cucremen
nynyc epuremarodyc (CJIE). Cunapomst Ha Crorpen ce Habmrogasa npu 30-50% ot nmanueHTuTe ¢
peBMaTOUIEH apTpuT, KakTo U npu 10-25% oT Te3u cbc CUCTEMEH Jynmyc epuremarodyc. Okoiso
90% ot GonHUTE ca )KEHU, KaTo 3a00JISIBAHETO CE MU3sBsIBAa Hall-4ecTO BB Bh3pacTra Mexay 40 u 50
r. OCHOBHHTE TIPOSIBU Ca CyX KEPATOKOHIOHKTUBUT U KcepocTtomus. [Ipu mo-pasrspHara KinHUYHA
KapTHHAa Morar Jaa ObJaT oO0XBaHATH M JPYrd OOraTh Ha JKJIE3W OpPraHd M CHUCTEMH KaTo
IuXaTeliHaTa, XpaHOCMUIAaTelIHATa, OTASIUTEIHATa CUCTEMH, IMTAHKPEac, MyCKYJIi, HEpBHA CUCTEMaA
u JIp.

CunzapombT Ha SjOQren Moxe Ja ce U35SBU KaTO CaMOCTOSITEIIHO 3a00JIsiBaHe, HO B MOJOBUHATA OT
cllydauTe ce HaOIro/aBa py MalUeHTH, CTPAJAIIM OT IPYTH aBTOUMYHHH 0OJIECTH — PEeBMATOUICH
aptput, CJIE, nepMaToMuo3uT/IOIMMHO3UT, CKIEPOAECPMUS U JIp.

3a mocTaBsiHE Ha TMpaBWJIHA JUarHo3a € HeoO0XOAuMo JAa ObJaT HampaBeHH CHenupuIHH
uMyHonoruunu uscnensanus (Ro-SS A, La SS B, ANA u nip). Uecto ce Hanara oCbhLIECTBSIBAHETO
OWorcusl Ha CIIOHYEHA kJie3a M cuanorpadus, crnenuuyHo H3CIeIBaHE HAa OYHTE M CIB3HHUTE
xe3u. CrenuarHo BHUMaHUE Ce OOpbIla Ha 3acsiraHeTo Ha JPYrH OpPraHH U CUCTEMHU TIpHU
MPOTUYAHETO HAa OCHOBHOTO aBTOMMYHHO 3abomsBaHe. CunapoMbT Ha ChOTpeH € XpOHHYHO,
peruaIuBHUpanio 3a00JisiBaHE KaTo Hall-uecTo 3aTpyAHEHUS MPEIU3BUKBAT OYHUTE OOJIECTHU MPOSBU
U CyXxOTara Ha ycTHaTa jJuraBuua. JledueHweTo ce HacouBa KbM OBJIJIBAaHE Ha IMPOSBUTE Ha
3acerHatu OT OOJIECTHHS TpOlleC OpraHd U cucTeMu. [Ipuiarat ce oOMyanmHUTE HE CreHUpUIHU
aHTHpPEBMAaTUYHHU cpenacTBa. KopTu3oH ce u3momsBa mo wu3kiarodeHue. OOWYaifHO ce mpuiarat
IpernapaTy yCUJIBAIIX CIIOHO M CHI30TAEISHETO U M3KYCTBEHU ChJI3H. MIMyHOcympecopu ce umar
NpeABU] MpU OINpeAesieHn ciaydau. AkO CHHIpoMbT Ha ChOTpEH ce BKJIOYBA B KIMHUYHATA
KapTUHA Ha PEBMATOUJIEH apTPPHUT, JTYIYC, AEPMATOMHO3UT W JYyTU CHUCTEMHU ABTOMMYHHH
3a00NsBaHMS Tepamusita Ce BOAM CBHIVIACHO IMpaBWJIaTa BalUAHH 3a CHOTBETHOTO OCHOBHO
3a0onaBane. Hamocneqbpk B CBETOBEH IJIaH €€ MPAaBST ONUTHU 3a JIEYEeHHE Ha 3a00JISIBaHETO U ChC
OMOJIOTUYHU CPEJCTRA.

5.1.BuoBe cuHapom Ha Sjogren
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e IIbpBHYEH — HEU3BECTEH MEXAaHU3BM, 0€3 J1a uMa ApYyro 3a0oJsBaHE Ha ChEAMHUTEIIHATA
ThKaH. [IpyunHaTa 3a Bb3HUMKBaHE Ha cuHapoMa Ha ChorpeH € HeusBecTHa. [Ipeanonara ce,
ye Ha ()OHa Ha TeHETUYHA MPEAPA3NOI0KEHOCT, HIKaKbB IPOBOKUpAILl (PAKTOP OT OKOIHATA
cpena oTKiIoYBa 3a00saBaneTo. JlokazaTescTBa 3a TeHETUYHATA MTPEIPA3II0JIOKEHOCT ca Io-
rojsiMaTa 4ectoTa Ha OojecTTa B HSAKOM CEMEICTBa UM yecTaTa KOMOMHAIUS HAa CUHApPOMA C
Ipyru 3a00JIIBaHuUs, 32 KOUTO CBHINO € JIOKa3aHa FTeHeTHYHA MpepasnosioskeHocT. Bee ome
OCTaBaT HEM3BECTHU €BEHTYATHHUTE (DAKTOPH, KOUTO MMPOBOKUPAT ABTOMMYHHATA aTaka.

e BropuueH — B xo11a Ha apyru 3a00sBaHUS (CHCTEMEH JIYITYC €pUTEMATO3yC, pEBMATOUICH
apTPUT, CUCTEMHA CKJIEPOJCPMUS], XPOHUUYCH XETaTUT, TUM(OMH U JIp.)

5.2.JInarHOCTHYHH KPUTEPUH

CoIecTByBaT pa3MuHy KiIacu(PUKAIMOHHU KPUTEPUH, KOUTO ca ce 0(hOPMIIN OT PabOTHH TPYIH
(KONIEHXareHCKu, SNOHCKH, TPBIKH, Kamu(QOpHUICKH, eBpomeicku). JlHec ce u3moi3Bar
Kputepuute Ha EBponeiicko-AMepukaHckaTa paboTHa rpyma, cb3aaaeHu npes 2001r.

1. Ouynm cunToMu (HaJIMYKME HA €IUH OT U30POEHUTE TPU MPU3HAKA)
e ©XKEJHEBHA CYXOTa B OUYMTE 3a MOBEYE OT 3 Mecella,
e peruAMBpaIIO APa3HEHEe KaTo MONaJaHe Ha MSCHK B OUYHTE,
® I3M0JI3BaHE HA U3KYCTBEHU CHJI3U MOBeYE OT 3 MBTHU JHEBHO,
2. CuMNOTOMM OT YCTHATA KYXHHA (HAIMYKME HA €IMH OT M30POCHUTE TPU NPU3HAKA)
® YyCTBO 3a CyXOTa B ycTaTa B MPOJBJDKEHHUE HA MOBEYE OT 3 Mecela,
®  penuAMBHUPAI] UIU OCTOSIHEH OTOK Ha CITFOHYEHHUTE JKIIE3H,
® YECTO MpHeMaHe Ha TEUHOCTH IO BPeME Ha XpaHEHe,
3. OuHu npu3HauM (HAIMYKE HA €HMH OT JBaTa MPU3HAKA)
e TIOJIOKUTEJICH TecT Ha Schirmer (< 5 MM 3a 5 MuHyTH),
e wuHICKC >4 mo Meroaukara Ha Van Bijusterveld npu uscnensane ¢ Rose-Bengal.
4. Tlpu3Hanu OT CJIOHYEHHUTe KJIe3H (HaIuuue Ha €AUH MOJO0KUTENIEH OT N30poeHuTe 3
MIPU3HAKA)
e CrHUHTUTpadUs HA CIFOHYCHUTE JKIIE3H,
e [apoTHJHA cuajorpadus,
® HECTUMYIWPAHO OTJENSHE Ha CIIOHKA MO-Maiko oT 1,5 mi 3a 15 MunyTH
5. ITlonoxkuTesieH XUCTOJIOTHYEH Pe3yJiTaT
6. ABroanturtena KbM RO (SS-A) w/unm La (SS-B) anTurena.

Jlnarsozara mbpBHYEH CHHJAPOM Ha SJOQJren e CUrypHa NpU U3NBIHCHU 4 OT 6 KPUTEPHUH,
BKJTIOYMTETHO TOJIOKHUTEIHA OMOICUSl WM TOJOXKUTENHU aHTHTena (kputepuu 3-6), a mpu 3
KPUTEPUU - BEPOSITHA.

JluarHo3ara BTOpPHYEH CHHIPOM Ha SjOJren e CHrypHa IpH HaJIWYMe HA IPYro CUCTEMHO

3a00JIsIBaHe HA ChEJAMHUTEIIHATA ThKaH U HaJIMuue Ha enH cumntoM (1-2) wiu 2 (3-6).
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5.3. KiimHMYHA KapTHUHA

Ilpu nbpBUYHUSA CHHAPOM Ha Sjogren ce HaOJOMABAT JIOKAJHH (KCEpOCTOMHS U

KcepoTaaMusi) U CUCTeMHH NposiBU. CHCTEMHHUTE MPOSIBU Ca MPEICTaBEHU B Ta0I. 1.

JuxarenHa cucrema

XpoHnYeH OPOHXUT

JlumdouuTeH HHTEPCTUIAIEH THEBMOHUT
[ceBnonmumdom ¢ HOLYNapHU HHPUITPATH
Jlumpom

[nieBpasiHn M3JIMBU

CTOMaI_HHO'LIpeBHI/I IposABH

Jucdarus, aconuupana ¢ KCEpOCTOMHUS
ATpoduueH racTput

YepHopoOHO 3acsrane

buwimaphaa nuposa

Ckuiepo3upall] XOJaHTUT

Kosuu nposisu

Barunanna cyxora
XunepriaoOyaTuHeMUYHa MypIypa (HeTpOMOOIIMTONIEHUYHA)
BaCKYJIUT

EnpoxkpuHHU nposiBu Tupeongut

TupeonHa TUCHYHKITHS
[IposiBn oT OnopHO- | Muanruu
JIBUTaTEIHATa CUCTEMa ApTpaiiruu

Aptpur

Hesponoruunu nposisBu

Ilepucdepno HeBponaTHs
MHOXECTBEH MOHOHEBPUT

XeMaTOJIOTUIHU IIposIBA

Heytponenus, anemusi, TpOMOOIIUTONICHUS
[IceBnomumdpom

JIumpom

Anruo6iacTHa TUMIIaACHOIIATHS

Muenom

XeMaTOJIOTUIHU IIposIBU

Heytponenus, anemusi, TpOMOOIIUTONICHUS
[TceBnonumdpom

JIumpom

Anruo6iacTHa TUMIIaACHOIIATHS

Muenom

[IposiBm OT oOTHenuTenHara
cucremMa

TyOGynounrepcrunmanex HeppuT
I'momepynonedput(nunca Ha antu-AHK)
CMmeceHa KpHOTJIO0YTMHEMHUS
Amunongosa

OO6cTpyKkTHBHA HEPponaTHs

Backynut Ha 6b0peuHu apTepuu
XHIOCTEHYPHS

XUNOKaIueMus, TII0KO3YpHs
XHNepxJIOopeMUYHa alua03a

AJepruyHu nposiBu

Yprukapus
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Makyio-namyno3eH 00puB
Enem na Quincke

Actma

KoHTakTeH nepmarut

5.4.CTparerusi Ha TepanusTa
JleueHHETO € MPOIBIDKUTEITHO M MMa 32 11eJ1 1a HaMaJli aKTUBHOCTTA Ha aBTOUMYHHUS MPOIIEC U J1a
00JICKYHM CUMIITOMHTE Ha 3a00JISIBAHETO:
e TIOTHCKaHE Ha aBTOMMYHHHUS IIPOIIEC, HAMAJIIBaHE HA BH3IAJICHUETO U MPEAOTBPATIBAHE
BB3HUKBAHETO HA YBPESXKAAHUS B 3aCETHATUTE OpraHU

Moaupuuupamm  0ojJecTTa  aHTHPEBMATHYHH  JICKapcTBAa  (CHHTETUYHHU
AHTUMAJIAPUHHM JIEKApCTBA, COJIM Ha 3J1aTOTO, MOTHUCKAIM MMYHHUTETa JIEKapCTBa,
MOJyJaTOpU Ha OWOJOTHYHHUS OTrOBOp W Jip). ToBa jedeHHME OOMKHOBEHO CJIabo
MOBJIMSIBA OIJIAKBAHUATA, CBBP3aHHU ChC CyXOTa M C€ MpHIIara Mmpu TEKKUTE GOopMHU
Ha 3a00JI5IBaHETO ChC 3acsATaHe Ha CTABUTE M BHTPEIIHUTE OPTraHHu.

HCIIBa (actvpuH, qukodeHak, CyJuHIaK, MMPOKCUKAM, MEJIOKCHMKAaM, HUME3YJIU/I,
LEJIEKOKCHO | Jp.) 3a oOJIeK4aBaHE Ha OOJIKaTa U OTOKA BBbB BB3MAJICHHUTE THKaHHU.
HCIIBx TpsibBa 1a ce U3MoJa3BaT BbB Bb3MOXKHO Hali-HUCKH JI03U 3@ Bb3MOXKHO Hali-
KpaTbhbK MEPUOJ] OT BpEME.

KopTukocrepouaure ca MOIIHO IMPOTHBOBB3MAIUTEIHO CPEJACTBO M MOTraT Jia ce
nmpueMaTr Ipe3 ycrara WM KaTo WHXeKIuoHHa ¢opma. Te ce mpummarar 1o
OTpEJICTICHU CXEMH, KOUTO C€ CTPEMSIT J1a YHOoTpeOsBaT Bb3MOKHO HAM-HUCKU 03U
3a Hal-KpaThbK MEPUO/] OT BPEME,

AHTHMAJIapUIiHUTE JICKapCcTBa (XUJIPOKCHXJIOPOKBHH), 3JIATHUTE TIperapaTd |
HUTOTOKCHYHHUTE JIeKapCcTBa (MMYHOCYNPECOPH - a3aTHOIPHUH, IUKIOPochaMu,
uukiocnopud, MTX u 1p.) MOTHCKAaT aKTUBHOCTTa HAa ABTOMMYHHHMS NpPOLEC U
O0OMKHOBEHO C€ TpHJIaraT Mpu Hal-TeXKUTE POpMHU Ha 3a00JIIBAHETO ChC 3acATaHE U
Ha JIpyTy OpTaHU M3BEH CIIb3HUTE U CIIOHYEHU >kie3u. [lanmenTure TpsioBa pe1oBHO
Jla € MOHUTOTHPAT.

e (OOmexk4yaBaHe HA CUMIITOMHTE

n30ArBaHe Ha JICKApCTBAa, KOWTO OOE3BOJHSABAT oOpraHuU3Ma (AuypeTwim, Oera
ONOKepH, aHTHUJCNIPECAHTH, AaHTUXMCTAMUHU, HA3aJHHU JCKOHTECTaHTH, MEPOPATHU
KOHTPAIIECTITUBY, aHKCUOJTUTHIIH U JIP.)

o0JeKyaBaHe Ha cyXxoTaTa B OYHUTE - M30sIrBa ce MPEecTos B MOMEIIEHHUE ChC CYX,
3aJIMMEH BB3]IyX, U305TBa CE TIOTIOHOIYIICHETO; MPUJIaraT ce M3KYCTBEHU CHII3H H
OBIIAXHSBAIIM MEXJIEMH 3a Tpe3 HOILITa, KAaKTO M OYHHM KalKH ChIbpPKaIIH
ITUKJIOCTIOPHH.

JlokanmHoTo mpuiokeHue Ha anda-auHoIeHoBa KucenuHa (alpha-linolenic acid), ot
rpymara Ha OMera-3 MaCTHUTE KHCEIMHH, WMa IIOJIOXKHUTENeH e(deKkT 3a
OT3BYyYaBaHETO HA CHUMITOMHUTE OT TMOJUICKANIUTE BBH3MATUTEIHU MPOMEHH IPH
CHHJIpOMa Ha CyXO0 OKO.

[Tpu Hanuuue Ha MHPEKIUS — JTOKAITHO KOPTUKOCTEPOU I U/WITH aHTUOUOTHIIH.
XUpYypru4yHo JjedeHue (MMIUIAaHTHpaHe Ha CHHTETUYHH OOTYypaTOpW Ha CIB3HUTE
KaHaI4eTa, C 1eJl ChXpaHeHHe Ha MaJIKOTO MPOU3BeIeHa COOCTBEHA Ch3a).
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e o0Jyiek4aBaHE Ha CyxOTaTa B ycTaTa - TpsOBa Ja ce MpHeMar TrojsiMO KOJIUYECTBO
TEYHOCTH, JIa CE IMOJIbp)Ka BUCOKA BIAXKHOCT HA BB3JyXa U Jia CE Clla3Ba MHOTO
no0pa ycTHa XWTMCHA; MpHiara ce M3KYCTBEHAa CJIIOHKAa M IMacTH 3a 3b0M 0e3
JETETPreHTH; CTUMYJIMpAHEe Ha CIIOHYHUTE KJIE3W MOXKE Ja C€ OCBIICCTBU 4pe3
IbBUYCHE HAa NBBKH 0€3 3axap, TJUICPUHOBH IHBKH, IMHEHE HA JIMMOHOB COK 0Oe€3
MIOJICJIAJIUTEINH, )Ka0ypEeHE ChC CIICIUAIHU Pa3TBOPH H JIP.

e JlekapcTBa CTHUMYJIHMpAIIU CIIOHYHATA CEKPEIHsl KAaTO MHJIOKAPIHH M IICBHMEIIUH;
TE3W JIeKapcTBa He TpsAOBa Ja ce mpujaraT NMpPU HATUYME Ha ChPIEYHO-CHIOBU
3a00JIIBaHUS, ACTMA UJTU TI1ayKOMa.

e JloOpu pe3yniratu ce choOIaBar OT MPUIIArAaHETO Ha OJINO C BUCOKO ChIbPKAHUE HA
BUT. E.

e HaBpeMeHHO U MPaBWIIHO JICUCHHUE HA YeCTUTE MHPEKINHU (OaKTEPHAITHA U THOUIHH )
Ha yCTHATa KyXWHA, 3b0HUS Kapuec U 3a00JIIBaHUSTA HA BEHITUTE.

e 3a o0jekuaBaHe CyxoTaTa W 3alyIIBaHETO Ha HOCA C€ W3IOJ3BAT CIpeioBe
ChIIbPXKAIIM COJI, a HE OOWMYAWHUTE OTIYIIBAIIM KallkKh 3a HOC, ThH KaTo Te
W3CyIIaBaT JIMTaBHUIIATA.

e 32 MPEOJOJIABAHE CyXOTaTa HAa KOXAaTa ce W3IO0JI3BAaT PA3IMYHU OBJAKHSIBAIIN
KpEMOBE.

e 32 CyXOTaTa BBB BJIATAIUIIETO CE MPUJIAraT OBJIAKHSIBAIIH KPEMOBE.

[TapanenHo ce JiekyBaT npuApy)aBaiuTe cuHapoma Ha ChorpeH 3a00JIIBaHusl, KATO TUPCOUIUT HA
XamuMoTo, TUM(POM U CUCTEMHHUTE CheIMHUTEITHO-ThKaHHU 3200 IsIBAaHUS.

JIEYEHUE

He chiiectByBa crnieuuduuHo jeueHue 3a cuHiapoma Ha ChOTpeH, 4pe3 KOETO Jia Ce MOCTHIHE
MEPMaHCHTHO BBH3CTAHOBSBAaHE Ha JKJIe3HaTa cekpenus. [IpoBexkna ce JieueHue cropel Bojenara
KJIMHUYHA KapTUHa U OMBa CUMIITOMAaTHUYHO U nogabpIKamlo:

CUMIITOMATHYHO JIEUEHHE

1. JleyeHue HA KCEPOCTOMHSATA

1.1. TIpodunakTuka u iedeHue Ha 3bOHUTE KapUECH.

1.2. CrumynupaHe Ha CIIOHYCHATA CEKpenus — ¢ (pu3nojoruvna (apBKa 06e3 3axap, 00HOOHM)
u papmakosornyHa ctumystanus (pilocarpine, bromhexine, cevimeline

1.3. Jleuenue Ha opagHATa KaHIHUI03a.

1.4. 3amecTuTenu Ha CIIOHKATA.

2. Jleuenue Ha KcepodTanmMusiTa

2.1. 3amectHTenH Ha CHIBUTE (U3KYCTBEHU CHII3H)

2.2.  OsnaxHsBalM refose, chabpxanty Sodium hyaluronate

2.3. CobxpaHeHHE Ha CII'b3HATa CEKPEIUs

2.4.  TlporuBopw3namurennu cpencrsa — HCIIBi, koptukocrepouan, cyclosporine A

2.5. CrumynupaHe Ha CITb3HATa CEKPEIHs.
MetoauTe 3a JIe4eHHE Ha CyXO OKO Ca Pa3JInYHU B 3aBUCHUMOCT OT TEKECTTa Ha CHCTOSHHUETO:
MIPUJIOKEHNE Ha M3KYCTBEHU ChHJI3H, T'€JIOBE, OBJIAXKHSABAIIM KaMepH, KOUTO MOTaT Jia ce M3I0JI3BaT
TOJIKOBA YECTO KOJKOTO € HEOOXOIUMO, B 3aBUCMMOCT OT TEKECTTa Ha OIUIAKBAHMATA: OT 1-2 mbTH
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Ha JIeH JI0 HAKOJIKO MbTU Ha 4ac. [lpu Hail-TexkuTe ciyyau ce HMMIUIAHTUPAT CUHTETUYHU
00TypaTOpH Ha CIBb3HUTE KaHAITYETa, C 1IeJ1 CbXpPaHeHHEe Ha MAJIKOTO MPOU3BEIeHa COOCTBEHA ChII3a.
Cropen, HSKOM TIPOyYBaHHWs, TOMHKAIHOTO TMIpWJIaraHe Ha cyclosporine, KOWTO yBennyaBa
HaTypaJiHaTa NOPOAYKIMS Ha CBJI3UTE, BOAU JO NOHOOpsSBaHE HA CHHJIPOMa Ha CYXO OKO,
HE3aBHCHMO JIaJli TOM € M3pa3eH B cliada, CpeHa WM TeKKa creneH. JIOKaTHOTO puiioKeHue Ha
anda-nmiHoaeHoBa kucenuHa (alpha-linolenic acid), ot rpynata Ha oMera-3 MacTHUTE KHCEIUHH,
UMa TIOJIOKHUTETICH €PEeKT 3a OT3BYYaBAHETO HA CHUMIITOMHTE OT MOJJICKAIINTE BH3MAIUTEITHH
MIPOMEHU IIPH CUHAPOMA Ha CyX0 Oko. [Ipunarar ce u TOIIM KOMIpecH — IMOCTaBs ce TOIIa, Biaxa
Kbpna 3a 10 MUHYTH BBpXY KJICMaYuTe BEIHBXK Ha JeH. [Ipunara ce u XuAPOKCUTIPOIIIIT IETYII03a
(Lacrisert), xosiTo ce mocTaBs B JOJIHUA BBTPEIIEH BI'bJ Ha oOkoTo. [lpu HemoBnusiBane c
KOHCEPBATHBHO JICYCHH C€ TpUJIaraT XUPYPrudecKd METOJIU, MPH KOUTO C€ 3aTBApST CIIb3HHUTE
KaHaJi ONEPAaTUBHO, KOETO BB3NPEMATCTBA CHJI3UTE Ja OTHBAT B Hoca. MiMa u HOBa, ITUMO30MHA
Tepanus 3a JICYeHUEe Ha CyXoTo oko [locieaHuTe roIWHU Ha Maszapa ce MOSBH HOB JIMIIO30MEH
MIPOJYKT 3a ,,CyX0 Ooko* moja (opmara Ha oueH crpeld. Tol chaAbpKa JTUIMO30MU OT COEB JICHUTHH,
kakto ¥ ButamMmuHu E um A. Copear uz0srBa HeynoOcTBaTa, CBBP3aHH C MPUIAraHeTo Ha
TPaIUIIMOHHUTE KallKh 3a ,,CyX0 OKO", Thil KaTo ce MpbhCKa BBPXY 3aTBOpeHH kienayu. [Tokpaii
KJICNIAYHUsSI PBO CHABPIKALNIUTE CE€ B CIpesl JIMIIO30MH CE€ CMECBAT C €CTECTBEHUTE JIMIUIU Ha
CITb3HUS (DUIIM U TO CTaOMIM3UpaT.

[laToreHeTnyHO JeueHue (cinabo MOBIUSABA OIJIAKBAHUATA, CBHP3AaHU ChC CYyXOTa M CE MpHiiara nmpu
TeXKUTe(HOpMH Ha 3a00JIIBAHETO ChC 3aCsTaHe HA CTABUTE U BHTPEITHUTE OPTAHH)
Antumanapuiitau nekapcrsa (hydroxychloroquine)

Koptukocreponnu (BbB Bb3MOKHO Hali-HUCKH JI03H 32 Hall-KpaThK MEPHO]T OT BPEME)
Nmynocynpecopu — cyclophosphamide, azatioprine, cyclosporine A, MTX

Couu Ha 31aTOTO

MopaysiaTopu Ha OHOJIOTMYHHS OTTOBOP

HCIIBn 3a obnekuyaBane Ha OosikaTa TpsiOBa J1a c€ M3IMOJI3BaT BbB BH3MOXKHO Hal-HUCKHU
71034 3a Hal-KpaThK meproja ot Bpeme (aspirin, ibuprofen, diclofenac, sulindac, piroxicam,
meloxicam, nimesulide, dexketoprofen, celecoxib).

NGO~ W

III. KOCTHA ITATOJIOI'UA

1. OCTEOIIOPO3A (no MKB xox M80 u M81)

1.1. lepunnuus

Ocreomnopozata (OIl) e cucTeMHO CKeleTHO 3a00JIsIBaHe, XapaKTePH3HUPAIIO Ce C TOHMKEHa KOCTHA
Maca ¥ HapylIeHHEe B MHUKPOApXHUTEKTypaTa Ha KOCTHATa ThKaH, BOJCIIH JO IMOBHUIIIEHA TYIUIUBOCT
Ha KocTuTe U puck ot ¢ppaktypu (KoncencycHa kondepeniust na C30, 1993 r.).

104



1.2. Enuaemuosiorus

Ocreonopo3ara € decto 3abomsBane. EnHa oT Bceku 3 »keHH Ha BB3pacT Han 50 roauHu me uma
octeoropo3Ha ¢paktypa, kKakto u 1 Ha 5 MBxke. 200 MIIH. )KEHHM ca 3acerHaTuTe OT OojecTTa B
cBeTa. Besdka Tpera jkeHa M BCEKM NETH MBX BBB Bb3pactta Haja 50 r. ca 3acTpallleHd OT
ocreoropo3a. [Ipennonara ce, ue B bwearapust 317 000 sxenu ca ¢ ocTeonoposa, a Te3u ¢ OCTCONECHUS
ca 504 000. ToBa o3HauaBa, ye 00110 oko10 820 000 OBATapKK UMAT MOBHUILEH PUCK OT PPaKTypH.

. OII 3acsra okosio 75 munuona nymu B EBpona, CAILl u SAnonus.
o Oxoso 9 MWINOHA AYIIN TOAUIIHO [1OJIy4aBaT HOBM OCTEONOPOTHYHM (PpakTypu

— 1.4 MunuoHa ca KJIMHUYHO IPOSIBEHUTE BEPTEOPATTHU PPaKTYypH
— 1.6 munuona - 6eapenure GpakTypu
— 1.7 MunmuoHa - GpakTypu Ha KOCTHTE Ha PBIIETE.
° OuakBa ce 10 2050 r. yectoTara Ha Oenpenute GpakTypu B cBera aa ce yBenuuu ¢ 310%

pu Mbxete u ¢ 240 % npu KeHuTe.

Buaose ocTreonoposa
[IspBHYHA OCcTEONOPO3a
Ha mbpBuuHara ocreonoposa ce naga Hag 95% oT ciaydyauTe npu keHute u nosede or 80% mpu

Mbxke Haj 70 ronunu. Ts ce nenu Ha:

1. IlocTtmeHomnay3aiHa € OCTEONOpO3aTa, KOSTO HAcThIIBA BCJIEACTBUE HAa OTHAJAHETO Ha
sgiiuHukoBaTa (QyHKIUsA. OCHOBHAa MpUYMHA € OBpP30TO HaMalsBaHE Ha ECTPOreHHUTE IpHU
MeHomay3ara. [loctMeHonay3anHaTa ocTeonopo3a ce cpelia npu *eHu Ha Bb3pacT 50-65 roauHu.
XapakTepusupa ce ¢ YCKOpeHa KOCTHa 3aryba, o0coOOEHHO B paHHUTE F'OJIMHU Ha Kiumakca. Yectu ca
(bpakTypuTe Ha KUTKA U IPELUICHH.

2. CeHmsiHaTa OCTEOINIOPO3a BB3HMKBA IPU KEHUTE U MbKeTe Ha Bb3pacT Hajx 70 rogunu. Tasm
¢dopma Ha ocTeonopo3ara € cBbp3aHa ¢ IPOMEHH, CBbP3aHU ChC cTapeeHeTo. OcBeH AepUUIUTHT Ha
XOpPMOHH, 3HaUEHUE MMa U HAMAJICHUs IIPUEM Ha KaJIluil ¥ BUTaMHUH D, IbJDKall ce Ha HaMaJIEHOTO
uM ycBosiBaHe. OCBEH (paKTypHUTe Ha MPELUIEHN U KUTKA ca YEeCTH U Te3U Ha OeIpeHara KOcT.

3. FOBeHusiHaTa OCTEONOpPO3a € psAJKa U Ce cpellia MpH Jiena U MIaJu Xopa OT JiBaTa moJa.
Bropuynara ocreonoposa

Ts e npuunHeHa oT noJieskanio 3a0osBane, 1ePUIUTHNA ChCTOSHUS WINM IPUEM Ha JIEKapCTBa.

[IpyunHUTE 32 BTOPUYHA OCTEONOpO3a Morar Ja ObJaT MHOTO - XpOHHYHA OBOpedyHa
HEJOCTAaThUHOCT, XOPMOHAJIHU HapymeHus (cuHapoM Ha KymmuHT, XuIepnapaTupeouIn3bM,
XUMEPTUPEOUAN3BM, XUIIOTOHAJAM3BM U 3aXapeH AualdeT), CTOMAIIHO-YPEeBHU 3a00JsBaHUS,
PEBMATOUICH apTPHT, JTYIIYC EPUTEMATOAEC, JIEBKEMUU/TUMPOMH, MHOKECTBEH MHUEIIOM H JIp.

[IpoabmxkuTeneH mpueM Ha HSAKOM JIEKapCTBa MOXKE Ja JOBEIE O BTOPUYHA OCTEONOpoO3a -
KOPTHKOCTEPOUIM, AHTUKOHBYJICAHTH, HMYHOCYIPECOPH, XOPMOHM Ha IIUTOBUIHATA KJIE3a,
CTEPOUIHA XOPMOHH, aHTHUICUXOTUIH, JUTHH, MTX, aHTHanuau ¥ WHXUOUTOPU HA TPOTOHHATA
MOMIIa MOTAT JIa HaMaJIsIT KOCTHATa ITHTHOCT WJIU Jla YBEJIMYaT PUCKa OT pakTypu. 3ioymnorpeda ¢
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AJIKOXOJI WMJIM KOHCyMalusiTa Ha KO(l)eI/IH U IMyHICHEC Ha HOUrapd MOXKE Ja BJIOIIN CBhIICCTBYBallla
OCTCOIIOpO3arta.

CuUMIITOMH HA 0CTEONOpPO3aTa

Octeomnopo3aTta € HapeueHa “TUXHUAT KpaJel’, 3all0TO KOCTHATa 3aryda mpotuda 0e3 OIIaKBaHUS.
Bonkute ce mosBABaT, KOraTo ca HaJHIe MUKPO(PaKTYpH Ha MPEUUICHHUTE Tella, MPOSBSIBAIIH CE C
001KM B T'bpOa, KOMTO C€ YCHJIBAT MPU CTOCHE MpPaB M CE€ YCIIOKOSBAT B JICTHAJO TOJOKEHUE.
HamansBanero Ha KOCTHaTa Maca Ha MpENUIEHUTE MOXE Ja JOBele 10 CMadyKBaHETO UM
(xomnpecuoHHH (GpPaKTypH), CIOHTAHHO WM cien Jieka TpaBMma. Oxono 70% OT mMpeluieHHUTE
bpaxTypu ca 0e3CMMITOMHU, KOETO 3aTpyAHsIBA paHHATa UM Jauartosa. Hail-uectute dpakrypu ca
B 00JlacTTa Ha MpEUUICHUTE U JTbueBaTa KOCT Ha pbhKara, a Hall-TexKara € B o0iacTra Ha OepeHara
1105070

1.3. Anarno3a na OII

N3amepBanero Ha KMII ¢ nBoitHoeHepruiiHa peHTreHoBa adbcopoOumomerpus (Dual-energy X-ray
absorptiometry, DEXA) ocraBa 3maten crangapT 3a auarno3a Ha OIl mpeanm HAcThIIBAHETO Ha
¢bpaktypute. Ilpu To3u Meroa ce u3MepBa KOCTHATa IUIBTHOCT Ha TIpbOHAUHUA CTHIO U
tazobenpenara craBa. KMII, uzmepena upe3 DEXA, cinyxu cblo 3a olieHKa Ha (ppaKkTypHUS pPUCK
Y MOHHUTOpUpaHE Ha e(eKTa OT JICUCHUETO.

Hebununus va C30 3a nparoere Ha KMIT (u3mepena ¢ nentpaiza DXA):

"  HOpMAaJHa: T-score >-1.0 SD

= ocreoneHus: T-score <-1.0SD >-2.5SD

= ocreomnopo3a: T-score<-2.5SD

" TeXKa ocTeornopo3sa: T-score < -2.5 SD u npexuBsiHa OCTEONOPOTHYHA PpaKTypa

YarpasBykoBo H3cjieiBaHe — Ha pblLE U Ie€Ta € CKPUHUHIOBO U YCTaHOBSIBA pPHCKA OT
ocreonopo3a. KomnuecTBeHUAT yaTpa3ByK € CPEACTBO 3a OLleHKa Ha (pakTypHHUS pUCK U 1ToAO0p Ha
kanauaature 3a neHtpanHa DEXA. Tol He Moxke Ja ce u3MoJ3Ba 3a JMAarHoCTMKAa Ha
0CTEONnopo3ara, HO Ce NMPEenopbuBa KaTo CPEACTBO 3a IMbPBUYEH CKPUHUHIU M € IMOKas3aTesl 3a
CTENEeHTa Ha PPaKTypHHs PHUCK.

KoanuectBena komnioTbpHa ToMorpadusa (Quantitative computed tomography, QCT) e
Pa3sHOBUIHOCT Ha KOMMIOThpHaTa ToMorpadus. C MeTosa MOXe /1a ce perucTpupa MHUHEpalHaTa
KOCTHa IUTBTHOCT Ha BCSAKa €HA 4acT OT TsUI0To. Ts Moxke na Objae LeHTpaiHa (MpelnuieHu) U
nepudepna. [lepudepnara konuuectseHa kommoTbpHa ToMorpadus (pQCT) e uzcnenBane, KOeTo
ce MPOBEX/Ia PSJIKO U € CKBII0, U3MOJ3BAT CE IMO-BUCOKHU JIO3H Ha PaTUaIMs U € C TIOMajKa TOYHOCT
ot DXA.
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BuoxumMu4Hu M3cjieABaHUs 33 OMNpEENIIHEe Ha ChIbpPKAHUETO Ha Kamuus, docdopa U Kalui-
perynupamure XOpMOHU B KPbBTA.

Junarno3a OIl Moxe na ce mpueme u MpH HAJIMYHA OCTEONOpOTHYHA (HHCKOCHepruiiHa) dpakrypa,
yCTaHOBEHA MPU IPETJieia WM NOTBbPACHA Ype3 MEJUIIMHCKA JTOKYMEHTALIHSL.

1.4. Ouenka Ha ppaKkTypHHs PUCK

Ouenkara Ha (pakrypuus puck FRAX (Fracture Risk Assessment Tool) e kommorbpHO-0a3upaH
amroputbM (http://www.shef.ac.uk/FRAX), paspaboren or C30. Toii BKiItouBa 3HaueHHeTo Ha KMII
U IPyTd KIMHUYHA PUCKOBU (paKTOPH B IU(PPOB U3pa3 3a olicHKa Ha 10-roguiiHaTa BEpOSTHOCT 3a
HACTHIIBAHE HA 3HAYMMa OCTEONMOPOTHYHA (ppakTypa (Oempo, KIMHUYHA BepTeOpasHa, paMeHHa KOCT

wim npeamuiHuna) 1 10-roauiHara BeposiTHOCT 0oT 6eapena gpakrypa rnpu namuerty ¢ OI1

B noBeuero Hanmonannu pwrroBoacTBa FRAX e mpernopbuBan MeTo 32 OIleHKa Ha (PpaKkTypHUs] pUCK
M € BKIIIOYCH B MH/IMKAIMHTE, ONPEICIISIIN HE00X0IMMOCTTa OT (hapmakosiorndna tepamnust Ha OIT.

W3nomseaiiku FRAX kankynarop, ExcrieptHusat cbBer ompeaens 10-rogumiHus puck OT rojsiMa
ocreonopotnyHa ¢paktypa ot 10% kato HuUCHK, 10-20% — karo cpelneH pUCK, W MPU MMOBEYE OT
20% wunu T-ckop mo-mManbK WK paBeH Ha —2.5, uian anamHuesa 3a OIl ¢pakTypa — KaTo BUCOK PHCK.

1.5. IIpodunakTuka u jJjedyeHne HA OCTEONopo3ara
1.5.1. Ilpopuaakruka
OcHOBHU 1eIH
e [locTurane Ha onTUMaJIHA TMKOBA KOCTHA Maca B MJIajla Bb3pacT

e JloBiusgBaHe Ha PUCKOBUTC q)aKTOpI/I, HUMalnM OTHOIICHHEC KBbM KOCTHATa Maca,
KaueCTBOTO Ha KOCTTa W YCCTOTAaTa Ha IMaJaHudgTa - OrpaHUYaBaHC Ha
He6ﬂaFOHpI/I${THOTO BJIMSIHUC Ha HNOMAJICIKAINUTC Ha IIPpOMAHA PUCKOBU (baKTOpH u
YBCJINYAaBaHC HaA IMPOTCKTUBHUTC (1)aKTOpI/I. OcHoBHa ¢ pojigTa Ha XpPaHCHCTO H
ABUTATCIIHUA PCKUM.

1.5.2.CTpaTterusi Ha TepanusTa
N300pbT Ha JIEKApCTBO 3aBUCH OT CJeJHUTE paKTOpH:
e Iloa
o Calcitonin, estrogen, estrogen agonists/antagonists u ibandronate ce nsmonssar camo
IPH KESHU
o oudocdonaru, denosumab, u teriparatide ce U3Mon3BaT NpU KEHU U MBXKE
e Bwn3pacrt
e HacrbnBaHe Ha MeHONay3a
o llpuHIMIHO, NpeMeHOomay3alHUTe JKEHH He TpsOBa Ja IpHeMaT JIeKapcTBa 3a
JIeYeHHEe Ha OCTEOTI0PO3a
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e Texkect Ha ocTeonopo3ara

e Jlomaexany 3a00a9BaHUA

o IlepcoHannu npeanoYuTAHUS
Cnopen u3uckBanusita Ha H30K nedyenuero ce Ha3HayaBa OT PEBMATOJIOT WM €HIOKpuHOJor. Ha
neuenre kbM H30K ca camo manmentn ¢ T-score ¢ wiu nof /-2,5/, usmepen Ha DXA Ha HeHTpaaHu
MeCTa - IPEIUICHH WK OepeHa muiKa.

1.6. JEHEHHUE

OcHoBHa neJ — /[a ce mpeaoTBpaTH Bb3HUKBAHETO HA (PPAKTYypH.

Kanuuii u Buramun J{
e He TpsAOBa J1a ce U3MOI3YyBaT CaMOCTOATENHO 3a jJeuenre Ha Ol
e 3aeMarT BaAXXHO MJCTO KAaro CBHI'BTCTBYBAIlM CpPEACTBA KbM  OCHOBHATA
AHTHOCTEOTIOPOTHYHA TEPAITHSI.
3a Bcuuku namnuentu ¢ OIl ce mpenopbuBa MUHKUMAasEH HEBEH npueM Ha 1000 mg xanuwmii, 800 Ul
ButamuH D u 1 g/Kg TenecHo Teriao 6eaThk (ChYeTaHo OT XpaHaTa U ¢ J00aBKH).
Buramun /|
® Haf-AOCTHIIHUAT KJIMHUYCH IOKA3aTell 3a CTaTyca Ha BUTAaMHH /| € cepyMHOTO HHMBO Ha
250HD.  Konuentpaimu na 25(0OH)D <30 ng/ml (75 nmol/L) ca wunaukatop Ha
HEJO0CTaThYHOCT.

e l3uucnenure cpeiHU MPENOPHUUTEIHH 03U 32 BB3PACTHH, C KOMTO Ja C€ MOCTUTHAT
cepyman HuBa Ha 250HD ot 30 ng/ml (75 nmol/L) Bw3am3at Ha 800 mo 1000 ME/mH.
ButamuH [l. [lpu manmenTtu cwvc 3amimbersBane, OIl, HemocTaThbyHa CIBHYEBA CBETIIMHA,
ManabcopOmust go3ata Mmoxe Aa ce mosuiu 10 2000 1U/queBHo Butamus /1.

[Mpenaparute BuTamun /| ca noctenHu B aBe Gopmu - Butamus [l (ergocalciferol) u Butamun 3
(cholecalciferol). Tlpunarar ce u nepuBatute Ha ButamuH JI- alfacalcidol u calcitriol. ITpodaembT
IOpU TSX € MO-BUCOKHUAT PHUCK OT XUICPKAIIMEMHUS M XHUIICPKATIUYPHUs, KOETO M3UCKBA MO-YECT
71a00paTOPEH KOHTPOJI.

Heduuutst Ha But. D e npu 60% ot keHute B MeHonay3a u npu 97% OT >KeHUTe, MpeThpIienu
¢pakrypu. ETo 3am0 ot oco0eHa BaKHOCT € JONbJIHUTETHUAT pueM Ha Butamun D. Tlpu nepunur
Ha But. D ce npenoppuBa gueBeH npuem Ha 3000-4000 IU/qHeBHO 3a 0K010 2 Mecela, MoceIBaHH
ot 1500-2000 IU/nHEeBHO B IPOABIKCHHUE HA TOAMHH.

Buramun K2

Urpae BakHa poJis B KOCTHHSI METa0OJM3bM, KaTO MOTHUCKA OCTEOKJIAcTHATa AudepeHnranus u
mojArnomMara ocreo0iacTHaTa MaTypalusi W aKTHBHOCT, CHHTE3a Ha OCTEOKAJI[MH W Heromara
KapOOKCHIIAIUsl, KOETO OCUTYpsiBa CBBP3BAHETO Ha  KallUs M TPAHCHOPTHPAHETO MY OT
KPBHBOOOPAIIEHNETO KbM KOCTHHS MaTpHKC. [IpenopbhunTeHuTe JHEBHU 103U ca 45-75 mcg.
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Wwma cuHTeTHYHU M HaTtypaiHud ¢popmu Ha Butamun K2 (MeHakunoH). Harypannure mnputekaBaT
penuna npeauMcTBa (MO-AbIBI OMOJOTMYCH TOJYKHBOT, MOCTOSHHHA CEPyMHHU HUBA, JIMIICA Ha
OTPHUIATEIHO B3aWMOJICUCTBHE C aHTHKoaryigantd). ChIIEeCTBYBaT U KOMOWHHpAHHU Mperapar,
ChABpXKAIIM Kalnui, Butamu [ u Butamun K2 B npenopbyuTeIHUTE THEBHU J103U.

Haii-o6m1o iekapcTBara 3a 0cTeonopo3a ce IesaT Ha aHTupe30pOTHBHY /Oudochonaru, neHozymao,
SERMSs/, KOCTOM3TpakIaIlIH.

Nuxuduropyn HA KOCTHATA pe30opouust

budocdonaru

Karo 31areH cTanaapT B JIeYEHUETO ce MpHeMa rpymnara Ha 0udochoHaTuTe, KOUTO Ca KIACUYECKU
aHTHUPE30pOTUBHU JekapcTBa. JlekapcTBeHUTe UM (OPMHU ca pa3iUyHU: TAOJIETKU 3a CEIMUYEH
(alendronic acid) u meceuen nmpuem (ibandronic acid), a cbio u Gpopma 3a BEHO3HO MPHIIOKEHHE HA
Bceku Tpu Meceria (ibandronic acid).

budocdonarure ca xumudecku cTaOWIHM JepUBAaTH HAa HEOPTaHUYHUS NMUpodochaT, ChAbPKAIIN
P-C-P Bpw3ka. Te ce xapakrepusupar ¢ BUCOK a(UHHUTET KbM KOCTHOTO MHUHEPAJIHO BEIIECTBO,
npedepeHInaIHO HATPyIBaHEe B MecTaTa Ha aKTHBHO KOCTHO PEMOJEIHpPAHEe W MOIUIHO TMOTHCKaHe
Ha KOCTHaTa pe3opOrusl.

3a neuenue Ha OlI ce usnonsysar

e Alendronic acid (MKBb M80.0, M80.1, M81.0, M81.2) - nHec ce mpujara MpeauMHO B
eHOKpaTHa ceqMuyHa j103a oT 70 mg. CobliecTByBa U B koMOuHanus ¢ ButamuH J[ — 2800 u
5600 UL.

e Alendronic acid/colecalciferol (MKb M80.0, M80.1, M81.0, M81.1)

° Ibandronic acid (MKb M80.0, M80.1, M81.0, M81.2) - mpujiara ce B WHTEPMHUTEHTCH
nepopaieH npuem ot 150 mg 1 bt Meceuno wim 3 mg/3 ml uHTpaBeHO3HO BeIHBK Ha 3 Mecena.
ITokazan e camO 3a MOCTMEHOIIAy3alHA OCTEONOpo3a C J0Ka3aHa €(PEKTUBHOCT IO OTHOLICHHE
NpeloTBpaTsBaHe Ha BepreOpanHu (paktypu. EdekTbT Mo OTHOIIEHHE MpenoTBpaTsBaHE Ha
HeBepTeOpaHu (paKkTypH € YCTAaHOBEH caMo NpH Haiauuue Ha T-score -2,5 SD Ha rppOHaka u Ha
npe/iecTBaly GpakTypy Ha OpeluieHuTe wiu npu T-score Ha 1su10T0 Oeapo nmox -3,0 SD.

B MHOro mpoy4BaHus € J0Ka3aHa TSIXHATa BUCOKA €(PEKTUBHOCT OTHOCHO PEIYKIUATA HA PHCKA OT
BepTeOpanHu u HeBepTeOpannu ¢paxrypu. [Ipu Bcuuku Tsx (6e3 ibandronic acid) e ycraHoBeHO
HaMaJleHWe W Ha pHCKa OT cuynBaHWs Ha OeapeHata mmiika. Jleduenuero ¢ b® Boam m 1o
nporpecuBHO yBennuenne Ha KMIT Ha Bcruku H3cieBaHn MecTa.

3a MPaBUIIHOTO HM IIPUIIOKCHHUEC € HCO6XO,Z[I/IMO 3aABIDKUTCIIHO KOM6I/IHI/IpaHe C BHUTaMHH I[ u
CBCHTYAJIHO KaJIINCBU ,Z[O63.BKI/I.
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IIpenopbku 3a jeyenue:

budocdonarure ca mbpBa JIMHUS TEPAeBTUYHA Bb3MOKHOCT IIPH:

[TocTMeHOnay3anHa 0CTEONOPO3a

CeHmiiHa O0CTEONIOPO3a

Octeonopo3a npu MbxKe

Jledenue Ha TTFOKOKOPTUKOUI-UHIYIIHPAHA OCTEONIOPO3a MIPH KEHU B MBXKE.
Koct-nporekTnBHa Tepamus Npu TManueHTH, craptupamy ['K jedeHwe, ¢ TOBHIICH
bpakrypeH puck (manumeHTH, MpUEMald > 5 mg/aH. prednisone WM HErOB CKBHBAJICHT B
npoabIDKeHHe Ha 3 1 moBeue Mecena, ¢ FRAX unzekc 3a ppaktypa Ha 6epo > 3%).

IIporuBonokazanus 3a jedeHue ¢ bd:

[MarmenTr ¢ 6BOPEYHO yBpEKIaHE, IPH KOUTO CKOPOCTTA HA TIIOMEPY/IHA (GHITPALUS € O]
30-35 ml/min

Xenwu, manupaniy OpeMeHHOCT, OPEMEHHN WJIH KbPMEIIH

XUIOKAIIMEMHUS U BUTaMHH J[ HEIOCTaThYHOCT (HEOOX0qMMa € KOPEKIIHS IIPEIN 3all0YBaHE
Ha JICYEHUETO)

Ocreomanarus

Ilpu neuenue c nepopannu bO:

[TanimenTn cbe 3a00151BaHUs HA XPAHONIPOBO/IA U AKTHBHA sI3BE€HA OOJIECT
[TarueHTH, KOUTO HE MOTAT Jia CTOST MpaBu MoHe 1 yac.

TpsabBa na ce n30ArBa TSAXHOTO MPUIOKEHHE MPHU KEHU B JAETEPOJHA BH3PACT, UMAWKHU MPEIBU]

ABJITUA UM ITOJTY)KUBOT U Bb3MOKHOCTTA J1da IPEMUHABAT MIPE3 IVIALCHTApHATA 6apI/Iepa.

He:xes1anu JiekapcTBeHH PeaKIUM:

OcreoHekpo3a Ha yemrocTTa (MHOTrO Hucka yectota - 1/100,000 npu nanuentu ¢ OIT).

Octpp umH(pnamaropern otroop - 10% - 30% oT mamueHTHTE MOJIyd4aBaT OCTpoda3zoBa
peakiust (npexogeH (GeOpUIMTET, AaTPAITHH, MHAITHH, T[JIaBOOOJUE, TPHUIIONOTUOHN
CHMITITOMH) TIpH ITbpBaTa HH(MY3Hs Ha a30T-Chappikail b®. YectoraTa HamalsBa moBeye OT
50% mpu BCSIKO ClIeIBAILIO BIMBAHE.

OuHO Bb3MaNieHUEe (KOHIOHKTHUBHUT, YBEUT, CHUCKICPUT U CKIEPUT) — OTHOCHUTEIHO PSIBK
cTpaHn4eH e(ekT, HabJto1aBalll ce U IpU OPaTHO U UHTPABEHO3HO MPHIIOKEHHUE.

Jpyru moTeHUMAIHU YCIOXKHEHUS OT JiedeHueTo ¢ bd - npasHeHe Ha TOpHUTE OTIEIU Ha
racTpO-MHTECTUHAHHUS TPaKT, e30(arealHu yilepalud, pak Ha XpaHompoBoaa (mpH

110



OpaJHO MPUJIOKEHHE), U3pa3eHa MYCKYJIHOCKEJIeTHA OOJIKA, XHUIOKAIIMEMHs,  OOpHUBH,
cyOTpoxaHTepHU (HppakTypH (MPU MPOIBIHKUTEIIHO PHUIIOKCHHE).

Karo usmo B® ce xapakrepusupar ¢ OnarompusteH npodun Ha Oe3omacHocT. CTpaHUYHHUTE
SIBJIEHUsI OOMKHOBEHO ca JIeKH, OBbP30MPEXOAHN U HE U3UCKBAT CIIMPaHE Ha TepanusTa.

Denosumab (MKb M80.0,M80.1,M80.8,M81.0,M81.1,M81.8)

Denosumab e 4YoBemIKO MOHOKJIOHAJTHO aHTUTLIO [gG2, mpou3BeneHO B KIEThYHA JIMHUS OT
003aiiHUK (KJIETKM OT SIMYHMK Ha KUTaWCKH xamcTep) 4pe3 pekomOunantHa [IHK Ttexwuosorwms,
HACOUEHO CpeIly JIMTaH/Ja Ha pelenTopHus aktuBarop Ha HykieapHus ¢akrop kB (RANKL),
koeto mpenoTrBparaBa B3aumojeictBueto Ha RANKL ¢ RANK, HeroBusi peuentop BbpXY
ocreoknacture (OK) wu Texuute mnpekypcopu. I[lo To3u HaumH OJOKUpa y3psBaHETO,
mudepeHnmranuaTa, GyHkuuara u npexxussiemoctra Ha OK, koeTo Boau 10 €(peKTUBHO MOTHUCKAHE
Ha KOCTHarta pe3opOuusi, O0bp3o mopumenue Ha KMII u pexykuus Ha ocTeonopo3HuTe GpakTypH.
Nwma nokazan eekT BbpXy TpabeKynapHaTta W KOpTUKaJIHATa KOCT.

B 3-rogmmuoro peructpannonno mnpoyuyBaHe FREEDOM e ycTaHOBEHO CHTHH(HKAHTHO
HaMaJIeHWEe Ha IpelieHHuTe ¢ppaktypu ¢ 68%, Ha HeBepTeOpanHuTe — ¢ 20% u Ha OexpeHuTe — ¢
40%, B cpaBHeHue ¢ mianebo. [IpombmkaBamiata epeKTUBHOCT BBB BPEMETO HA Ta3W TEpAIHs €
nokazaHa OT u3HeceHuTe npe3 2013 roauHu §-TOAMILHU peE3yNTaTH OT HPOABIDKEHUSITA Ha

FREEDOM, kouTo moka3Bar HenpekbcHaro nosuineHre Ha KMIT Ha npenutenu (16,5%) u 6enpo
(6,8%).

Nuaukamu

e JleyeHue Ha OCTEOIOPO3a MPH )KEHU B MOCTMEHONAY3a U NMPH MbXKe, U3JI0’)KEHH Ha MOBUILEH
puck ot Qpaktypu. IIpu xeHu B moctmeHomnays3a, Prolia 3HauMMo HamaisiBa pucKa OT
(bpaxTypH Ha MpeNIeHUTE, HENPELIUIeHHN (pakTypu U ppaKkTypH Ha Ta300epeHaTa crasa.

e JleyeHue Ha 3ary0a Ha KOCTHO BEILIECTBO, CBbP3aHO C XOPMOHaJHa abjalus Ipu MBXKE C
KapIIMHOM Ha TMpocTaTara, W3JI0KEHM Ha MOBMIIEH pHUCK OT ¢pakrtypu. IIpum Mbxe c
KapIMHOM Ha MpocTarara, MojydaBallld XOopMoHaiHa abmauus, Prolia 3HaummMo HamansiBa
pHucKa oT (ppaKTypH Ha MPEIITICHUTE.

e JleyeHne Ha 3aryb0a Ha KOCTHO BEILECTBO, CBBbp3aHa C MPOABIDKUTEIHA CHCTEMHA
TTIIOKOKOPTUKOMTHA TE€PAIUs MPH Bb3PACTHU MAllMEHTH C TIOBUIIIEH PUCK OT (pakTypa

e Denosumab He moBnMsABa 3a3/paBSIBaHETO HAa KOCTTa M MOXeE Ja ObAe NpWiIaraH ciej
OPTONEINYHU OTIEPALMHU U ITPU NAIMEHTH C IPEeCHHU (PpaKTypH.

Denosumab (amm. 60 mg) ce npuiiara B 103a 60 My MoAKOKHO Ha BCEKH 6 Mecela.

IIpornBonoka3zanus 3a Jeyenune ¢ Denosumab

111



e XwunokajnueMus ¥ BUTaMuH [l HeJO0CTaThYHOCT (HE0OX0auMa € KOPEKIIMs IPE/IH 3aouBaHe
HAa JICYCHHETO)
e [lanmenTtu nox 18 roauiiHa Bb3pact

Hexenann JICEKAPCTBCHU pECaKIIuM:

® HE3HAYMMO YBEJIMYCHA YECTOTa Ha JIUXATCIIHUTE M YPUHAPHUTE UHDEKIIHH
®  ICNYJIHT, EK3eMa

e 00puBHM

e crTaBHa OOJIKa

CeJIeKTMBHY MOIYJIaATOPH Ha ecTporeHoBuTe penentopu (SERMs)

[IpencraBiasiBaT HEXOPMOHAIHM IMPOAYKTH, KOUTO C€ CBBP3BAaT C ECTPOI€HHUTE PELENTOpU U
JeficTBaT KaTo arOHUCTH WJIM aHTAarOHUCTH, B 3aBUCHUMOCT OT TapreTHara ThKaH. Te ympakHsBat
€CTPOreH-arOHUCTUYEH €(QEeKT CHPSMO KOCTHaTa ThKaH M BOJAT 10 IOTHUCKaHE Ha KOCTHOTO
peMoenpaHe 10 IpeMeHONay3alHO HUBO Upe3 IMOHMKEHHWE HA AaKTUBHOCTTA HAa OCTEOKJIACTUTE U
CBLIEBPEMEHHO NOJIbpKaHe Ha (u3nosiornyHaTa QyHKIUsS Ha ocTeobnmactute. MIMaT ecTporeH-
AQHTarOHUCTUYEH e(EeKT BBPXY EHAOMETpUyMa U MIICYHUTE JKJIE€3H, KOETO BOAU 10 IOHM)KEHA
YecToTa M NMPOrpecHsi Ha MHBA3UBHUS KapLIMHOM Ha I'bpAarta.

[TonwkaBar pucka OT NpENUICHHH (pakTypu TMpH TOCTMEHONAy3aJIHU JKeHH (BKI. BBB
BHCOKOPHCKOBH MOJTPYIM) M pUCKa OT HeepreOpamuu ¢pakrypu (camo npu Bazedoxifen B
1oJI0paHu TPYIIN).

I'pynara Ha CeNeKTHBHUTE MOJYJaTOPH Ha €CTPOTEHOBUTE perenTopu ce npexacrtass oT Raloxifene
u Bazedoxifene, konTo peficTBaT KaTo aHTarOHUCTH HAa €CTPOT€HHHUTE PELIENTOPU

Raloxifene kato equanyna Tabnerka 60 mg/nu
IIpoTuBONOKA3aHUA 32 JIEYEHHE:
® Tpeau HACTHIIBAHE HA MEHOIMAay3aTa MpH KEHUTE
e  MpeJIIecTBaIl BEHO3EeH TPOMOOEMOOIN3bM
e orpaHnueHa ObOpeyHa WK yepHoApoOHa PyHKITUS (BKII. XOJecTa3a)
® HEU3ICHEHO MAaTOYHO KPbBOTEUECHUE

Hexesanm JieKapCTBEeHH peaKkuMu:
® BEHO3EH TPOMOOEMOOIU3BM
e KpaMIIM Ha MYCKYJIUTE Ha Kpakara

® TOIIJIN BbJIHHU

XOpMOHa.TIHa 3aMeCTUTE/IHA TEPaANusd
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Hopam/l S3HAYUTCIHAaTa 4Y€CTOTa Ha CCPUO3HHUTEC HCKCIIAaHU JICKAPCTBCHU PCAKIUU (KOpOHapHI/I
HWHIUWJICHTU, HWHCYIITH, KapuuHOM Ha TIbpaa H CH,Z[OMCTpI/I}’M), AHEC CCTPOr€HUTE HE CC
IIpernopbwYBaT 3a IMIPUTIOKEHUEC C LI HpO(l)I/IJ'IaKTI/IKa u nedyenne Ha OII. HpnﬂaraT C€ 3a JICUCHHUC Ha
TCKBK NOCTKIIMMAKTCPUUCH CUHIPOM.

Kaauuronun

Ot ronu 2012 roguua u3nosi3BaHeTo My 3a jieuenue Ha OIl He ce nmpenopbuBa Mopagu yCTaHOBEHA
MOBHIIICHA YECTOTA HA HAKOM BHIOBE KAPIIMHOMH.

OCHOBHH NMOKAa3aHMs 32 PUJIOKEHHE OCTaBAaT:

e Ocrpa ocTeonopoTrdHa (GpaKTypa ¢ U3pa3eH 0OJIKOB CHHAPOM

e bonecr Ha [leimpxer

e Anroauctpodus

o XWIEepPKAIIHUEMHsI C Pa3THUEH MPOU3XO]]
[punara ce B kpatku Kypcose (1 mMecerr) uHTpanasanHo moj ¢popmara Ha mimpeit (200 ME nHeBHO)
i uikeknnonHo (amm. 100 ME — mo cxema).

CTuMYyJIaTOPH HA KOCTHOTO M3IrPaskiaHe
— MBXKE U )KEHU

MenTuau Ha maparupeonnus xopmon (MTX)
NutepmurentHoro mpunoxkenune Ha IITX mox ¢opmata Ha eXeTHEBHU MOAKOXKHH HHXKEKIHH
noBHIIaBa Oposi M aKTMBHOCTTA Ha ocTeobiactute U Boau Ao yeenuueHa KMII n monobpenue Ha
MHUKPOApXUTEKTypaTa KakTO Ha TpaleKkyjJapHaTa, Taka M Ha KOpTHKajJHaTa KocT. OCHOBHaTa
WHIUKAIMS 32 puiokenue Ha PTH e BUCOKUST GpakTypeH puck:

® TAIMEHTH ¢ IPeaxXoHHU PpakTypH

® C HHCKa KOCTHa Maca M

® C MHOXXECTBEHH PHUCKOBH (PaKTOPH.

Teriparatide (20 mcg/80 ul) e mokasaHn 3a JiedeHHe Ha OCTEOMOPO3a MPHU MOCTMEHOMAY3AIHN KCHH
U TMPH MBKE C MOBUIIEH PHCK OT (pakTypu. IIpu MoCTMEHOMAy3aaHH KEHU € HaOJr01aBaHO
3HAYUTESTHO peIylUpaHe 4ecToTata Ha BepTeOpalHUTe U HeBepTeOpaaHu GpakTypH, HO HE U TE€3U
Ha OepeHara KOcT.

KinHn4HO npuiioxkenue:

¢ JICUCHHUC Ha OCTCOIIOpPO3a HIpU MOCTMCHOITY3aJIHM KCHU U MBXKE C NOBHIICH PUCK OT

bpakTypu
e JCUYCHME Ha OCTEONOpO3a, CBbpP3aHa C MPOXBIDKUTENHO CHCTEMHO JIEYEHHE C
TJIFOKOKOPTUKOMTU TIPH KEHU U MbXe ¢ IOBUIIIEH PUCK OT PpaKkTypu
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[Ipunara ce kato cuHTeTHYEeH aMuHO-TepMuHaeH pparment, hPTH (1-34) na IITX B mo3a 20 ug
JHEBHO IMOJKOXHO. MakcumanHara o0Ila MPOJbJDKUTEITHOCT Ha JICUCHHETO Ce OrpaHuyaBa 10 2
TOJIMHHU.

Strontium ranelate Beue He ce U3MOJI3Ba 3a JICYCHHE HA OCTEOIOPO3a.

2. Jlokaau3upaHu (opMu Ha ocTeonoposa

2.1. Anronucrpodus (PediekcHa cumnaTukoBa qucTpodus)

[IpencraBisiBa CUHAPOM Ha IbJroTpaiiHa OoJika B JaJeH KpalHUK, YECTO Mapeuia 1o Xapakrtep,
IIOPOZICHAa OT pa3JMYHU IPUYMHM M BKIIOYBALla Pa3iIM4YHHU CETUBHU, MOTOPHH, BET€TaTHUBHU H
tpoduunu npomenu (1989 r.).

JMuarnocruunu kputepun ( McCarty, 1993)
1. Bounka B 3acernatus KpaitHHK
2. Bazomoropuu cumnrtomu — (GeHomen Ha Raynaud, Ba30KOHCTpUKIUS,
Ba30/IMJIaTAIUS, XHUIIEPXUAPO3a
3. Otok — orpannueHu Wwin Audy3eH
4. JluctpouvHU KOKHU MPOMEHH

Jleuenue:
1. HCIIBx — npu nexu Gpopmu
2. Calcitonin - kpaTku KypcoBe, 1o cXema.
3. Tlpu nenopnusiBane ot 1. u 2. — Gnokanu o Metoaa Ha Hanington u Kiff — Dilzem 25
mg Onokana mpes JIeH.

2.2. Boaecr na Paget (Osteitis deformans)
Omnpenenst ce karo naedopMHUpall OCTEUT C HEMo3HaTa ETHOJOIHs, ¢ MO3auyHa KapTHHA Ha
€IHOBPEMEHHO pa3BUBAIM CE€ OTHMIIHA KOCTHA pe30opOIMst M KOCTHO oOpa3yBaHE C HM3pa3eHa
¢ubpo3za. Yecto mnporuya OE3CUMNITOMHO, IOpPagM KOETO peajHaTa YecToTa € HEU3BECTHA.
Peructpupanara yecrora B Aurnus u CAILl e 1-4 % or xopara Hax 45ron. IIpenmyiectseno ce
3acaraT MbXKeTe.
JAmnarnosa:

e Penrrenorpapun

o Crermuduunu 1abopaTopHU U3CIIEIBaHUSI — KOCTHA (Ppakiust Ha ankaimHa (ocdarasza, Mapkepu 3a

KOCTHa OOMSHA

JleyeHneTo e CTPOro WHIMBHAYATH3UPAHO upe3 00e300sBallM, KAIIUTOHHH — MO CXeMa, KPaTK{
kypcoBe (1 mecerr) u OudocdoHaTw.
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2.3. OcTeoHekpo3a

Ompenens ce Karo JIOKAJIM3UpaHa CMBPT Ha KJICThYHHM €JIEMEHTH Ha KOCTTa B pe3yjiTaT Ha
HapylieHuss B KpbBocHaOasBaHeTo. HaOmromaBa ce mpu peawiia aBTOMMYHHH, XPOHUYHU
BB3MAJUTEIIHA CTABHU W YPEBHU 3a00JsIBAHUS, METAOOIUTHH 3a00JIIBaHUS, XEMOIATHH, TYMOPH,
eMOOIM3BM OT Pa3IMUEH MPOU3XOJ, JICUYCHHE C TIIFOKOKOPTUKOWAM, ITUTOCTATHIM, OPEMEHHOCT,
paamManus, alKoXOMu3bM W Ap. Jlmarnoszara ce mocTaBs 4pe3 peHTreHorpaduu, cruHTHTpadus,
KAT, SIMP. JleyeHueTo ce nmpoBe:xaa ¢ 00e3001gBaly, KAIIUTOHUH- TI0 CXeMa, KpaTKU KYpPCOBE
(1 mecerr), obudochoHaT, XUPYPrudHO.
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IV. MEKOTBKAHEH PEBMATU3bBM

1.JIOKAJIHA, PETUOHAJIHU U TEHEPAJIM3UPAHU BOJIKOBU CUHAPOMU

1.1. JlokayjiHu 00JIKOBM CHHIAPOMM - BKIIIOUBAT YBPEIU HA CYyXOXKWIHs, OypcH, CTaBHU KallCylu,
(bacuu, ToKaNU3UpaHu IPOMEHH B CKEJIETHUTE MYCKYJIM U HEPBHO-MYCKYJIHOTO MpeAaBaHe.
Bbonecture Ha MyCKyJIHO-CKEJIE€THATa CUCTEMa M ChEIUHHUTENHATa ThKaH ca MPHETH U KOJUPaHU B
Mexnynaponnara knacupukanus Ha Oonectute (MKDB). Bomecture Ha MekuTe THKaHU ca
KaTeropu3upaHu B OTJEJIHA CEKIUS KaTo ,,bomectu Ha myckymute” (M60-63) (b), ,,borectu Ha
CUHOBMATa U cyxoxwiuara” (M65-78) u ,Jlpyru wmexorbkanHu yBpeaun~ (M70-79). Hma
JOMBIHATENTHA CEKIus ,,J[pyrnm yBpeau Ha MYCKYJIHO-CKEJIETHAaTa CHUCTEMa U ChEIUHUTEIHATA
ThKkan” (M95-99).

BonkaTta € OCHOBEH CUMIITOM Ha MEKOTHKAaHHHUTE YBPEIIH.

1. Knacudpukauusara Ha JIOKAJTHUTE MYCKYJHO-CKeJIeTHH 00JIKOBU CHHIPOMU ce OCHOBaBa Ha:

® MCECTaTa Ha JJOKaJIu3alus Ha 60JIKaTa;

® Ha crenM(pUIHATE ThKaHW, KOUTO 00XBAIIa;

e Ha cujara Ha OonKaTa U MNpUAPYKABAINUTC OIJIAKBAHUS

® Ha IpOABIKUTCIHOCTTA HA Ooukara.

B 3aBucumocT ot MMPOABJDKUTCIIHOCTTA CU OoJkara e:

e ocTpa— J0 2 CEAMMIIH,

e mnojocTpa 2-12 cenmuiy,

® XPOHHYHA — MTOBEYE OT 12 ceaMuIIu.

VYBpennure Ha MEKUTE THKAaHHU Ca PE3YNTaT OT Bb3NAJIEHUE, JETEHEPALtsl, pa3TAraHe Uil pynrypa.
B 3aBucuMOCT OT BHJa Ha 3acerHaraTa ThKaH IpU JIOKAIHUTE OOJKOBU CHUHJPOMHM CE€ YCTAHOBSIBAT
IIPOMEHU Ha CYXOXKHJINS, JUTAMEHTH, MyCKYJIU, Kancyiu, Oypcu, pacuuu u GuOpoxpyIsi.

Jleuenunero e c HCIIBx (diclofenac, piroxicam, ketoprofen, nimezulide) u koptukoctepouau.
Koprukocrepounan 3a iokanuo npuioxkenue: methylprednisolone, betamethasone.

2. Pernonajnu 00J1KOBU CHHAPOMH
Pernonannute OOJIKOBU CHUHIPOMH CE€ XapaKTepU3UpaT ¢ OOJKH B OMpesesieHa 00IacT Ha TSIOTO C
MO-IITUPOKO Pa3MpPOCTpaHEHHE OT JIOKATHATa OoJKa. Pa3fenar ce Ha cieiHuTe TPYIn:
e (OOJIKU B IIHATA;
e QOJIKH B I'bp0a;
e 0OJIKHM B KPBCTa;
e MuodacuaieH 60JIKOB CHHIPOM.
Bonkute B mmsTa, rebpba U KPhCTa ca CUMIITOM Ha Pa3iMyHU 3a00JsaBaHus. B MHOTO OT ciy4yauTte

116



€THOJIOTUSITA OCTaBa HeM3BeCTHA. Bb3HMKBAT BbB BCSKa YacT Ha rbpOa (IIMifHATA, rpbIHATA WIH
mymOocakpaiHaTa), HO Hali-4ecTo — B KpbCTa.

BoJaecTHocTTa 0T GONKK B KphcTa oOxBama 10 80% ot Hacenenuero. 3aboneBaemMocTTa € 10 5%
roguIrHo. bomecTHocTTa OT OONKM B mIMsATa € MalKko To-Hucka. HapactBa cinem 30 romumiaa
BB3PACT U JOCTUTA CBOSI MAKCUMYM OKOJIO 55 — 64 ronunu. [IpuunauTe 3a 601KK B rbpba U KpbhCTa
CE pa3JelsT Ha:

CTpYKTYpHH: JETeHEpaTUBHU 3a0OJNsBaHUs, CIIMHATHA CTEHO3a, BPOJICHH AHOMAJHH,
MuodaciuaneH  CHHAPOM, TPaBMATUYHU  YBPOKHAaHUS HW  (pakTypd, KHPOCKOJINO3a,
CTIOHIMJIOJIMCTE3a, TIMCKOBA XEPHHUSI, JMCKOB IpoJIanic, OoecT Ha Scheuermann, axOHIPOILIA3HS.
HecTpykTypHu (HE CBBp3aHU C TPHOHAYHHS CTHJIO): HeOoIuIa3MHu (ITBPBHYHHU, METACTATHYHH),
WHQPEKIUH, OCTCOMHUENINT, MapacluHAICH W CMUAypalieH alclec, CeNTUYCH, TYOCpKYJIO3eH HIIH
AQHKWJIO3MpAI CIIOHIHWIIUT, aIXC3UBEH apaxHOUIUT, PEBMATOUICH apTPHUT, CIOHIUIAPTPOIATHH,
cuHpoM Ha Reiter, 3a00ysiBaHysI HA BTPEITHUTE OPTaHM, MIPOCTATUT, CHIOMETPHUT, aHEBPH3Ma HA
KOpEeMHaTa aopTa, IMaHKPEaTUT, NCNTHYHA 53Ba, XOJCIHUCTUT, OBOPEUYHM H CHIOKPUHHH
3a00JIIBaHMSI, AKPOMETAIHS, XHUIICPIAPATUPCOUTN3IBM, XUNCPTUPCOUAN3IBM, META0OTUTHHUTE
3a00JIsIBaHMSI HA KOCTUTE, OCTEOIopo3a u bosect Ha Paget.

JAMarHocTUYHHA MeTOAU NPH 00JIKH B I'bp0a

1. AnamHe3a

2. PeBMATOIOTHYHUSAT MpPerje /1aBa Bh3MOXKHOCT Jla CE OLCHH KJIMHUYHATA XapaKTCPUCTHKA W
MECTOIIOJIOXKCHHETO Ha 0OJIKaTa, MOABM)XHOCTTA B CHOTBETHHUS OTIEN HA TPHOHAYHHS CTHJIO H
o0OeMa Ha BIKEHUSATA, UpaIHalnATa Ha 00JIKaTa, CKOBAHOCTTA M CHa3bMa Ha MYCKYJIUTE.

3. HeBpoIOrHYHHMSAT MperJie] JaBa Bh3MOKHOCT J1a CE YCTAaHOBH HEBPOJOTUIHUS TS(DUIINT.

4.HeBpou3odpassaBamu Mmeroau. [Ipunarar ce pearrenorpadus, KAT, MPT unu cuunturpadceko
u3cieiBaHe Ha IPbOHAYHUS CTHIO.

5. EMI u3caeaBaHeTo € aOCOIIOTHO MHIUIIMPAHO IPU OTHAHA HEBPOJOTMYHA CHMITOMATHKA:

6. YcranoBsiBaHe Ha 0oJie3HEHUTE TOYKM - JIOJOPUMETHp — Mpar Ha OojkaTa MO-HUCHK OT 4
kg/cm2 e Kputepuit 3a pudpomMHuanTus..

7. JlabopaTopHUTE METOAH

8. KoHcyaranmuu ¢ Apyru cneuuaaucTu

MudepeHnuaina 1Mar{o3a Ha 00JKUTe B rbpoa

o TpaBMaTUYHUTE YBpEKIAHUS
AHKI/IHOSI/IpaHII/IHT CIIOHOUJIUT
CungpomsbT Ha Reiter
CepoHeraTtuBHY CIIOHAWJIAPTPOIIATHH
ATXe3UBHUSAT apaxHOUTUT
Enpokpunnm 3a601s1BaHus
MeTaboauTHUTE 3a00I9BaHKST HA KOCTUTE
Bomnecrtra Ha Scheuermann
AXoOHJIpoIIa3usTa
KokcapTpo3zara, roHapTpo3ara u epuapTpUThT Ha Ta3o00eApeHaTa craBa

0O O O O O O 0 0 O
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o Cpuosure 3a00J11BaHU
o IIbpBUYHHKTE WM METACTATUYHH TYMOPH
o bonkara npu HAKOM 3a00JIIBaHUS Ha BTPEIIHUTE OPTaHu

JIEYEHHUE - ITbPBA JIMHUSA
1. Anaarernuu
e Paracetamol (zo 1000 mg aHEeBHO) MOXKE J1a Ce MPUJIOXKH IpH ci1aba 6oJIKa
Dihydrocodeine
Tramadol (50 — 400 mg xHEeBHO)
Oxycodone
Tramadol/paracetamol koméouuamus (37,5 mg/325 mg).
Kombunayusma Tramadol/paracetamol ¢ mokasana 3a jiedeHHE HAa yMepeHa 10 CHJIHA OOJIKa.

[IpenopbuBa ce HayayiHaTa J03a Ja € OT 2 Tabyu aHeBHO. IIpu HeoOxomumMocT morar jaa Obaar
npueTtH 10 8 TabiaeTku THEBHO. IHTEpBaIbT MEXKy OTICITHUTE 103U HE TPSOBA Ja € MO-MallbK OT 8
yaca. Paratramol e mocrasen na Il mo3umnus B creiidara Ha ananrerunure Ha C30.

2. HecTepouaHu NpOTHUBOBB3NATUTEIHH JT€KAPCTBA
JlekapcTBa Ha MbPBU U300p ca

e Celecoxib B mo3a 200 — 400 mg aHEBHO

e Aceclofenac 200 mg aHeBHO

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 or 1200 xo 2400 mg aHEBHO
e Tenoxicam B mo3a 10 — 20 mg qHEBHO

e Diclofenac B no3a 75 — 150 mg nHeBHO

e Indomethacin B go3a 75 — 200 mg aHEBHO

3. MycKyJIHH peJIaKCaHTH

Tizanidine (12-24 mg aHEBHO) ce mpuJjara Mpu MalHeHTH ¢ HEBpOMaTHa 00Jika 1 OOJIKU B rbpoa.
[ToaTrcka MOJUCHHANTHYHUTE CIIWHATHE MEXaHW3MH, CBbP3aHU C MOBHUIIECHHS MYCKYJICH TOHYC,
KaTO TOBJIAABA OCBOOOKIaBAHETO HA Bb30YHN aMUHOKHUCEITUHHA OT HHTEPHEBPOHHTE.

Tetrazepam (50 — 100 mg nHeBHO) moBIHsIBa 100pe cla3bMa Ha MapaBepTeOpaTHUTE MYCKYIH U
MOBUIIIaBa Mpara Ha OoJikara.

4. CbBpeMeHHOTO JieyeHHe Ha HeBPonaTHaTa 00JIka e CHMITOMHO OPMEHTHPAHO.

Anonunusta ce mosnusBa ot lidocaine, lamotrigine, gabapentin, amitriptyline, oxycodone wu
oxycodone-koMOMHaIMK, cTpeikamarta Ooika — ot carbamazepine, phenytoin, lamotrigine,
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Bajnpoatru u gabapentin; mapemiata 6oska — ot amitriptyline m gabapentin, HeBponatnara
00JKa ce MOBIUSBAa OT HAKOJIKO OCHOBHHU TPYIU JIEKApCTBA. aHTHUJICNIPECAHTH, aHTUKOHBYJICAHTH,
MeMOpaHHO-cTabmIn3upanu jgekapcrsa, NMDA anTtaronucru, anda, agpeHEepruyHd aroHUCTH U
I"’AMKg aronucry.

[Ipy AKMCKOBM XEpHUW/MPOTPY3UHM C KOMIIpECHs Ha HEPBHH KOpeHueTa ¢ J00bp edekT ca
eNUAYPATHO NPUIIOKEHUTE BOJHO Pa3TBOPUMHU KOPTUKOCTEpOUaU mpe3 AeH, Methylprednisolone B
no3a 40 — 80 mg nueBHO, 5 — 7 THU

Ipuiara ce Mannitol 10% - 500 ml gHeBHO MHTpaBeHO3HO Ha OaBHA Kamka 5 — 7 JHU.

W300pbT Ha NIEKapCTBO € B 3aBHCUMOCT OT NPUYMHATA HA BH3HHKBAaHE HAa OOJKUTE B I'bpOa H
KpbCTa, TAXHATA NPOMBIDKHTEIHOCT M cuia. Kpurtepuure 3a omeHka Ha e(EeKTUBHOCTTA €
HamaJisiBaHe Ha OoJKaTa, TOBHUIIaBaHE Ha oOema Ha (U3MYEeCKa AKTUBHOCT M BpPBIINAHE KbM
paboTHUS TpoIIec.

Mmuodacuuajien 00J1KOB CHHAPOM
TpurepHuTe TOUKU MOKE /1a C€ AaKTUBHPAT BbB BCAKA BB3PACT C MpeauiieKIus KbM cpeanara (31 mo
50 roauHM), KOrato >KM3HEHaTa aKTHUBHOCT € MaKCHUMaJlHa, Karo MpeobsanaBa >KEHCKUAT IOJI.
CphoTHOIICHHETO Ha 3aboiienuTe KeHU:Mbxke ¢ 1-2,4:1. Muodaciuanaure TT ce akTuBHpaT OT
XPOHUYHO TpaBMaTH3UpPaHE Ha MYCKYJIUTE MPU YECTH MUKPOTPABMH, HEMpaBUiIHA paboTHa mo3a,
CTpeC, TPEBOKHOCT U JPYTH.
Kpurepumn 3a nuarnosa:
I'osiemu kpuTepuu

e 1. CnioHTaHHA perruoHagHa 00JKa

e 2. CnoHraHHa 00JIKa M YyBCTBUTEIHOCT B 00JIaCTTa OKOJIO TPUT€pHATA TOUKaA

e 3. IlannupaHe Ha YIUTBTHEHUE B MOJUIEKAIINS MYCKYJ

o 4. Jloxamuzupana 6omne3neHoct B TT

e 5. HamansBane Ha oOema Ha JABM)KEHHE B U3CieBaHaTa o0i1acT
Mauku kpuTepun

e 1. CnonrranHa Oosika npu nannanus Ha TT

e 2. VYcraHoBsBaHe Ha JaTeHTHU TT upe3 manmanus 1Mo Xoja Ha HHCEPIUATA Ha MYCKYyJia

e 3. HamangBane ©Ha Oonkara OT JOKATHO WHXEKTUPaHEe WIH (PUIHOTEparleBTUYHH

MPOLIEYyPH/CTPEUHHT.

JlekapcTBeHa Tepanus HA MUO(pAaCIHATHHUS OOJKOB CHHIPOM — MbPBA JIMHUS
Bxurousa:

e Amnanreruin — methamizole, paracetamol
Hectepouaau npoTHBOBB3MAIMTEIHY JiekapcTBa (HCMBA) —

e Ketoprofen 150 mg nueBHO

e Naproxen B go3a 500 — 1250 mg qHeBHO

e Piroxicam B mo3a 10 — 20 mg gHEBHO
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e Ibuprofen B g03a ot 1200 n0 2400 mg qHEBHO

e Tenoxicam B go3a 10 — 20 mg AHEBHO

e Diclofenac 8 no3a 75 — 150 mg aHeBHO

e Indomethacin B no3a 75 — 200 mg aHEBHO

e Nimezulid 100 mg nHeBHO

¢ KOPTHKOCTEPOHIH.
JIokaaHOTO HHKeKTHpaHe B akTuBHUTE TT ce M3BBIIBA C PATHMYHH JIEKAPCTBA!

e KpaTKO WM ABJITOJACHCTBAIIM aHAITeTUIM - methamizole,

e crepounn - betamethazone,

e HCIIBx — ketoprofen, diclofenac

e OOTYJMHOB TOKCHH.
Wmxkektupaneto B TT wuMa MexaHWYeH M XUMHYEH cQeKT. MexXaHuyHuaT epeKT Ha
HHKEKTHPAHETO CE ChCTOM B MEXAHWYHO pasmmpsiBane Ha TT ¥ MEXaHHYHO pasKbCBaHE Ha
XpOHUYHHS OOJIKOB CHHAPOM, JCHOJSpU3MpaHe Ha HepBHUTE (GUOpPH dYpe3 HaBIM3aHE Ha
BBTPEKIIEThYEH Kanuii. Upe3 XMMUYHHTE €(PEKTH Ha HHKCKTHPAHETO C€ IIOCTHTa JIOKAIHA
BazouIaTanusa U 00e300IIsIBaHeE.
JlekapcTBa Ha BTOpPH u300p ca yokanHo npuiaranute HCIIBm mox ¢opmara Ha reiioBe WM
YHTBEHTH, KOMTO B HSAKOH CITydad UMAT 3HAYUTEIeH eeKT.

3. 'enepaju3upanu 60JKOBU CHHAPOMH. PUOPOMHAITHSA
dubpomuanrusita (PM) e 1oOpe opopMeH, HECTaBEH PEBMATHYUCH CHHIIPOM.
B mocnexHuTe TOAMHU ce cuuTa, 4e ce Kacae 3a Oosect GUOpOMHUANTHS, KOATO € ChbBKYIMHOCT OT
¢byHKkMoHanHU cuHApomu. Pubpomuanrusra (OPM) e mmpoko pasmpocTpaHeHa M oOxBala
pasnuyHU Bb3pacToBH Ipynu. Haii-uecto ce cpema mexay 20 u 50 ronuniHa Bb3pact. 3acsra xeHu
u Mbxe B cboTHOWEeHue 9:1 1o 20:1. Ot ®M crpanar 7 no 10 miH. amepukannu, koeto € 3 10 6 %
oT nonynanuara. HaMa onpeneneHa eTHU4eCKa MpeAnCIO3UIINS.
Kputepunre 3a nnarmosa
[IpeuiockeHn ca 3a MBPBM IBT OT aMEPUKAHCKUSA KOJEeX Mo peBmartojorus mpe3 1990 r.
3a00JsBaHETO Ce XapaKTepus3upa ¢ IeHepau3upaHd MYCKYJIHU OOJIKM M OOJKa NMpH MEXaHWYeH
HaTucK B 11 ot 18 Oone3nenu touku. Ilanmanusra B T€3M TOUYKHU € C HATHCK 4 kg/cmz. IIpn ®M
parbT Ha Goika e mo-Manbk ot 4 kg/cm?. M3MepBar ce ¢ 10I0piUMeThD.
1. IIvpBu KkpuTepuii - nbi0oka, nudysHa Oonka B JsAcHATa, JisiBaTa 4acT Ha TSUIOTO WIIU
JIBYCTpaHHO, TOHSKOTa Olacmamia, B o0jacTTa Ha MIMWHUS, TPHIHUS WIM TOSICHUS OTHEN Ha
rpbOHAYHUS CTHJIO, WM MpeaHaTa yacT Ha TpbIHMS Koml. boikoBuTe cuMmmrTomMu TpsiOBa jJa ca ¢
MPOABIDKUTETHOCT Hali-MaJIko 3 Mecera.
2. Bropu kpuTepuii - 60JIKH1, IpOBOKMpaHU Hail-Manko B 11 oT 18 Gone3HeHu TOUKH:
Hosute kpurepuure ot 2010 r ca:

e Hanuuue Ha XpoHUYHA AUQy3HaA O0JKa B 7 WM MmoBeye OT 19 permoHa OT 4OBEIIKOTO TAJIO

npe3 MocjeHaTa ceAMULA 1
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e HaJMYME Ha MOBEYC WM PaBHU Ha 5 TOUKM 10 KoMOMHHMpaHa ckaina (SS — Severity Scale) 3a
OLIECHKa Ha yMOpa, HEOCBEXaBalla IMOYMBKA, KOTHUTUBHU CHMIITOMH (BCEKH OT TPHUTE
CUMITOMa Ce€ OIICHSBAa C MAaKCUMyM 3 TOYKM) M HaJIW4YUME HAa COMAaTUYHH CHMIITOMHU -
KopeMHa 0oJika, fenpecusi, raBodonue (1=ma, 0=He, 00110 MAKCUMYM 3 TOYKH)

Wi

® HaIMYME Ha XpOHWYHA qUdy3Ha Oosika B 3 10 6 peruoHa u

e HAIMYME HA [MOBEYE WM PaBHHU HA 9 TOUKH 110 KOMOMHHpaHAaTa CKaja.

Mxkcumanuust O6poir Touku € 31 — 19 3a Bcuuku Oose3HEHU peruoHu + 12 TOYKM 3a BCHUYKH
CUMITOMH.
Crenenra Ha omakBanusTa 3a SS — Severity Scale ca:

e () TOYKHU — HIMA OILIAKBaHE,

e 1 TOYKa — JIEKO U3Pa3EHO OIJIaKBaHE,

e 2 TOYKHU — CPEJIHO U3PA3EeHO OILIAaKBaHE,

e 3 TOYKHM — CWJIHO U3PA3€HO OIJIAKBAHE

¢ OcHOBHA KJIMHHYHA XapPaKTePUCTHKA € HATUYMETO Ha OOJIE3HEHH TOYKH B

OTIpEeJIeJIEHN MECTa I10 TSJIOTO, KOUTO ¢a M3TOYHHUK Ha CKOBAHOCT U TUCKOMOPT.

Te decTo ce chueTaBaT ¢ MATMUPYEeMH MEKOTHKaHHH YIUTBTHCHHS B TOYKAaTa Ha 0OJIKaTa, HapeUCHU
,,MHOreno3u’”

HeBponatnata Oonka ce MOBIMsABAa OT HIKOJIKO OCHOBHU TPYNH JIEKapCTBAa. AHTHJICTIPECAHTH,
AHTUKOHBYJICAHTH, MeMOpaHHO-cTabmimu3upamu  jekapctea, NMDA  anrtaronuctu, andap
aapeHepruyHu aroHuctd u I'’AMKg aronuctu.

JIEKAPCTBEHA TEPAIIMUS — nbpBa JuHuA

[ToBnusBa HeBponaTHaTa 00JIKa, JETTPECUBHUTE MPOMEHH, TPOMEHHUTE B CHHS.

1. AHTHACTIPpECAHTH.

1.1. TpUUHMKJIMYHY AHTHIENPECAHTH 0T AaMUTPUNTHWIMHOB THN - amitriptyline, clomipramine,
imipramine, trimipramine. Te moBuIIaBaT HUBOTO Ha CEPOTOHUH B MO3BUYHUTE CTPYKTYPH. 3HAEM,
4Ye CEpPOTOHMHBT UMa IMOJOXKHUTENICH e(PEeKT BbpXy KOHTPOJIAa Ha OOJIKaTa M ChHS. TPUIMKIMYHHUTE
AQHTUJICTIPECAHTH OT AMUTPHUNTHWIMHOB THUI TOJTHUCKAT TPEAUMHO OOpaTHOTO BpbBIIAHE Ha
CEpOTOHMH M B TM0-ciabda CTeMeH Ha HOpaJpeHalMH B akKcolUla3MaTa Ha IICHTPAJHUTE
MOHOAMHHOEPTUYHU HEBPOHH. VIMaT aHaNTeTHUYCH U CeJaTUBEH e(eKT, KOWTO ce mposiBsiBa cien 10-
14 nHeBHA Tepanus U ce IBJDKU Ha afalTHBHATA PETyianus B Oposi HA MOHOEPTUYHHUTE PELETITOPH.
OcHoBeH npencTaBuTen € amitriptyline.

1.2. CenexruBHu MAO- unxuduropu — moclobemid.

To3u kac nexapcTBa, MHXHOUpPAT 0OpaTUMO €H3UMa MOHOAMHUHOOKCHIa3a A, KOWTO € OTTOBOPEH 3a
JECTPYKIUATA HA HEBPOTCHHUTE aMHUHHM B CHHANTHYHOTO MPOCTPAHCTBO M IMOCTCHHANTHYHATA
MeMmOpaHa. Te HaMaisBaT ACCTPYKIHMATA HAa MOHOAMHUHHTE W TaKa IMOBHIIABAT HUBOTO MM B
CHHANITUYHOTO MPOCTPAHCTBO.
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Moclobemid e HoBa TreHepamus OT Ta3d TIpyla CbC CEICKTUBEH €(PEKT BBPXY
MOHOAaMUHOOKcH1a3aTa. [loBuIaBa KOHILIEHTpalMsTa Ha CEPOTOHHH, JONAMUH, aapeHaIuH U
HOpaJpeHaINH U HaMaJIsiBa TeXHHUS MeTaboau3bM B Mo3bka U [IHC nmpu OM.

1.3. CejieKTHBHM HHXHOUTOPH HA 00PaTHOTO 3axBamiaHe Ha ceporonuna (SSRI) - citalopram,
fluoxetine.

bnokupar oOpaTHHUS 3axBaT Ha CEPOTOHHMH B aKcoIla3MaTa Ha cepoToOHMHOBHUTE HeBpoHU Ha [[HC.
CepoTOHUHBT ce HAaTPyIBa B CHHAITMYHOTO MPOCTPAHCTBO U JIEHCTBA MPEIUMHO aHTHIEIPECUBHO.
Wmar numutupan eQexT npu jedyeHuero Ha OosHu ¢ OM, nopaau cenekTHUBHHUS €(EKT CHpsSMO
ceporonuna B [{HC.

1.4. CeJleKTHBEH aHTArOHMCT M PebNTeiik HHXUOUTOP -trazodone.

B Hucku nosu trazodone mposiBsBa aHTaroHu3bM KbM S5-HT-2A-penentopurte 3a CEpOTOHHH B
IIOCTCUHAIICA, KOETO ONpPEIEess U3PAa3eHa aHKCUOJIM3a U CyXHUIIHOTUYHO AevicTBue. MHaupekTen S-
HT-2A1 aHTaroHn3sM B MPHUCHCTBHETO HA CEPOTOHMH BOJM /IO TMOBHUIIIABAaHE Mpara Ha Ooikara u
AHTUJCIIPECUBHO JICUCTBHE.

1.5. Muxuburopu Ha 00paTHOTO 3axBalllaHe HA HopajapeHajauHa u ceporonmHa (SNRI) -
milnacipran, venlafaxine.

EdexTuBHu ca 3a neuenne Ha @M ca HOBUTE CEEKTUBHU HHXUOMTOPU Ha 0OpPaTHOTO 3aXBalllaHe Ha
CEpOTOHMH M HOPAAPEHAINH, KOMTO HMAT IO-MaJKO HEXEIaHU JIeKapCTBEHH PEaKLUUu OT
TPUIMKIMYHUTE aHTHAeTpecanT. Milnacipran mHXuOMpa 0OpaTHOTO 3axXBalllaHe HAa HOPAIPCHATNH
u ceporonnd B I[HC. B tepamestnunu no3u wmaxuOupa N-methyl-D-aspartate-penentopure.
AxTHBHO JeiicTBamara cyocranius Ha venlafaxin u aktuBHusT Metabonut O-desmethylvenlafaxine
n30uparenHo OJOKHpAT YCBOSIBAHETO HA CEPOTOHMH B aKcOIUIa3MaTa Ha CEPOTOHMHEPTUYHUTE
HeBponu B [IHC. EdexTbT My BbpXy 60jKaTa c€ AbKU Ha MOTEHLMPaHe Ha HEBPOTPaHCMUTEpHATA
aktuBHOCT Ha L[HC. Ilpunara ce B go3a 75-150 mg nueBHO. MiMa edekT u BbpXY AEHPECUBHUTE
IIPOSIBU

2. AHTHeNWJIENTHYHH JIeKapcTBa ¢ aHajdreTnyeH edekrt — pregabalin

Pregabalin uma Bucox aduHMUTET Ha CBBp3BaHe Ha anda-2-AeNTa PelenTOPUTE Ha KAIIHEBHUTE
kaHamu Ha [{HC, B pesynrar Ha koeTo HamansiBa MHQIyKca Ha KajlllMeBU HOHM B HEPBHUTE
OKOHYaHUS M HUBOTO Ha HEBpPOTpaHCMUTepuTe riayramar u cybcranuus P. Toil e cTpykTypen
JepuBaT Ha rama-amuHoMacieHnara kucennHa (GABA). Pregabalin kato moHoTepanusi HamalsiBa
cuiata Ha 0oJIKaTa U MOBJIMSABA IPOMEHUTE B ChHS U YMOpaTa - KII04OBU cuMITOMHU ipu OM.

3. Xunuoruuu — zolpidem, zopiclone.

bescpbHHeTO € BaXKeH CHMIOTOM, KOWTO HapymaBa Komdopra Ha OomHute ¢ OM.
HeGen3oaunazenuHoBuTe cenaTuBHU cpexactBa zolpidem wu zopiclon ynbmkaBar ChHS, HO HE
MIOBJIMSIBAT OCTaHAJIUTE CUMOTOMU Ha @M, nopaay KOETO TAXHOTO NMPHIIOKEHUE KaTO MOHOTEPAIUS
e numuTtHpano. [loaxonamo e KOMOMHUPAHETO C APYrH JIEKapcTBa 3a MOBIUSBaHE Ha Oojkara -
TPUIMKJIMYHYU aHTHCTIpecanTH, ibuprofen u anda-2-nenta nuranan

4. MuopenakcanTu - tizanidine - neatpanen anda-2-agpeHepruieH aroHKCT.
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5. Onuouanu anajarerunu — tramadol moxe ma ce komOunupa ¢ SNRI 3a mo 700po moBIUsABaHE
Ha BCUYKHM CUMIITOMH.

6. AHecTeTHIIN — JIOKAJHO HEXKCKTHpaHe Ha Tpurepuute Touku ¢ lidocaine

Kpurepunre 3a oueHka Ha epeKTHBHOCTTA ca MOBHILIABAHE HA Ipara Ha 0oJika, HAMaJIIBaHE Ha
xpoTuyHaTta audydHa 0o0JKa, MOBHINABAHE HA KAYECTBOTO HA ChHHS, HAMAJSIBAaHE HA JICIIPECUBHUTE
MIPOSIBHL.
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V. KPUCTAJTHU APTPOIIATHU
1. MOJIATPA

1.1. Jle¢punnuns

[Tonarpara e MeTabOJIMTHO BBH3MAIUTEIHO CTAaBHO 3a00JIsIBaHE, XapaKTepU3UPAILlO CE C HaTPYyIBaHE
Ha Kpucrtanu MoHoHaTpueB ypat (MHY) B cTaBu 1 0KOJIOCTaBHU CTPYKTYpH MPH CEPYMHHU HUBA Ha
nukoyHa kucenuHa (I1K), naaBumasanm Gpu3nonoruyHus npar Ha pa3TBOPUMOCT.

Ts e wacT OT rpymara Ha KPUCTAIHUTE apTPONATHH (CBbP3aHU C HATPYNBAHE HA: KaJIUEB
nupodocdaT TUXUAPAT; OCHOBEH KajiiueB ¢ocdaT (amaTuT); KaIIKEB OKcajaT) U € CBbp3aHa, OT
€/IHa CTpaHa, C XUIEPIPOAYKIIHS MIIM HaMalleHa eKCKPelusl U ¢ METa0OJIUTHHS CHHIPOM, OT Apyra.
Pa3BuTtHeTo Ha mojarpata € CBbpP3aHO U C reHeTuyHu Qaxtopu. B bwarapus oxomo 10% ot
HACEJICHHETO UMa reHeTHYHO o0ycnoBeHa nosunieHa [1K B cepyma, 6e3 ToBa j1a BOU 70 IOBHIIICHA
3a00JIeBAEMOCT OT ToJIarpa.

UYectorara Ha OoJiecTTa MOCTENEHHO CE€ YBEJIWYaBa IMpe3 MOCIed- HUTE HAKOJIKO JCKaau. 3acsra
MPEAUMHO MBXKE, KaTO OTHOIICHHETO MbxkeokeHn € 9:1. MeHomay3ara yBenuyaBa pHCKa 3a
pa3BuTHE Ha nojarpa npu xkenute. Cnopen nocnennure npoyusanus yectorara B CAILl e 3.9% ot
BB3PACTHOTO HACEJICHHE, KOETO € OKO- JIo 8.3 MIIH. 4YoBeka, BbB BemukoOputanus — 1.4% or
Hacele- HUeTO, KaTo ¢ Hallpe/IBaHe Ha Bb3pacTTa CTUra 110 7% mpu MbxkeTe Haja 75 roa. Bb3pacT. B
HSKOU €THHUYECKH rpymnu, katro Maopurte B HoBa 3enanaus, yectorara Bapupa ot 6.1% B oOmiara
nonynanus 10 70% 1mpu MBbKeTe Ha Bb3pacT HajA 75 TOAUHMU.

1.2. Ctparerusi 3a noBeJeHne NPH Moaarpa
ITocTaBsiHe HA AUarHo3ara

3naTeH cTaHAapT 3a MOCTaBsSHE Ha JUarHo3a rnojarpa € uzonupaneTo Ha kpucranu MHY ot craBaa
TEYHOCT WM ThKaHHa Ouoncus. Toa TpsOBa a Ob/e pyTUHHA Ipoleypa, Thbil KaTO OOMKHOBEHO
ce mocjeBa OT I0)KUBOTHA ypaT-noHmxkasaia tepanus (YIIT).

Hsikon enemMeHTH OT MCTOpHUsTa Ha 3a00JIIBaHETO B ChUETAHUE C JAAHHU OT (PU3MKAIHUS HpEryies
MoraT Jia Bs3aT B ChbOOpakeHUE MPH MOCTABAHETO HA AMarHo3aTa — BHE3allHa MOsBa Ha OIJIaKBa-
HUATA, OTOK M 3ayepBsBaHE, aHTAXHUpAIIM IbpBa MeTaTap3oda- JaHrealHa WM Tap3ajHa CTaBa,
3a€HO C aHaMHEe3a 33 IPEJXO/HU NOA00OHH OIlIaKBaHUA. MI3BeCTHO €, ue TakaBa XapaKTEepUCTHKA Ha
caMOOTpaHUyaBalll C€ CUHOBUT C €pUTEMa C€ cpella U MpH JIPYTHMKPHUCTaI-CBbP3aHU CUHOBUTH
(Hanpumep Kanmues nupodocaTauxuapaT-cCBbp3aHUs CHHOBUT WIM T.Hap. ICEBAOINOJArpa), Cer-
TUYEH WIM PEaKTUBEH apTpUT. AHTaXHMpaHETO Ha I'bpBa MeTarap- 30(ajaHreanqHa cTaBa M
YCTaHOBABaHETO Ha Tohu MpH (QU3MKATHUS Tperyie]] NpaBH JuartHosara oie no-curypHa. Ho
aHra)XMpaHeTO Ha MbpBa MeTaTap3odalaHrealHa cTaBa ¢ OTOK M Bb3NajeHue ce cpe- ma jao 20-
25% OT KpU3HTE U 32 TOBA € HEOOXOJMMO J1a Ce ThPCH MOpaKEHHE Ha KOSTO U JIa € CTaBa.

bomauTe ¢ nmogarpa Morart Ja Np€MHUHAaT Ipe3 HAKOJIKO KIIMHUYHU CTa/Ius:
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* AcuMNITOMaTUYHA XUIIEPYPUKEMUS
* OcTbp NoAarpo3eH apTpuT
* MexXynpuCTBIIEH IEPUOL

» XpornuHa nojarpa c/6e3 ropu

JlaGopaTopHu M3cJIeABAHNUS

XurnepypukeMusTa € OCHOBCH PHCKOB (hakTop 3a pas3BuTHe Ha mogarpa. OT MpoOBeacHH
CMUIEMHUOJIOTHYHH MTPOYYBAHUS € YCTAHO- BEHO, Y€ TPH XOpa C MEPCUCTHpAIlla XUepypruKeMus >9
mg/dl, pucksT 0oT pazBuTHe Ha noaarpa e 20%.

[IpomeHu BBB BHHITHUTE YCIOBHS Ha CpefaTa MPOMEHST Pa3TBO- PUMOCTTA HAa HATPYIIAHUTE B IO-
roJisiMa KOHIICHTpanus MoHu. ToBa BOAM 10 KPUCTAI000pa3yBaHe W Bb3HWKBAaHE HA CTaBHA KpH3a.
[Ipomenu, Bojeu 10 anuao3a, ca:

* Tecun 00yBKH
* MexaHW4YHO HAaTOBApBaHE — MPOIBIDKUTEIHO XOJICHE U yMOopa

J[MEeTUYHH IPELIKU
*['nanyBane, 0bp30 oTCIaOBaHe
< Kaxna

edeOpumuTeT

OO0pa3um usciaeBanus

MHoro 4ecTo KpucTajgHaTa apTponaTus € cMeceHa (ypaTHU-HKaluueBo-nupodocdaTtHu + KallueBo-
anaTUTHU KpUCTaJIM).  3aroBa  pojisiTa  Ha  KOHBEHLMOHAJHATA  peHTreHorpadus B
JUArHOCTHLIMPAHETO HA Mojarpara € Ba)KHO, OLIE MOBEYE Y€ PEHTTeHOr- padcKUTe MpOMEHHU
(epo3uBHa apTpomnarus 0e3 nepuapTUKyIapHa OCTEONEHMs], C €PO3UBHU WIH CKIEPOTUYHU TPaHMIIN,
MEKOTbKAaHHU 3aCEHYBaHWS M MapruHaJlHU OCTeO(UTH) HACTHIBAT TOJMHHU CJEJ H3siBaTa Ha
M0/IarpO3HUTE KpHU3U (CpeaHo 5 roAnHn), Korato 6ojiec- TTa € mpeMHUHajaa KbM XpOHUYHATa cu (asza
¢ unu 6e3 GopMHpaHETO Ha TODH .

[MoaxoxHKUTE TOGHU MOTaT J1a Ce YCTAaHOBAT NpH (U3UKaIHUA mperien. Upe3 oOpa3sHu MeToau, KaTo
craBHa exorpadus, SIMP, KT u nBoiiHo-eHepruitHa koMmmtoTspHa Tomorpadus (dual-energy CT),
MOTaT Ja Ce BH3YaJIM3HUpaT JbIOOKH YPaTHH JCIO3UTH.

CraBHara exorpadus € Hail-TOCTHITHUAT ¥ €BTHH METO]] B KJIM- HUYHATA MPAKTUKA.

Exorpadcku nmpomenu noj (popmata Ha KpUCTATHU JCTO3UTH - JTBOCH KOHTYpP M XUIIEPEXOTCHHHU
CeHKH, KakTo W power Doppler curHanm - ce ycTaHOBSBAT W TMPU MHOTO PAaHHUTE CTaJAUHd HA
rnojarpara, JI0py IpU XOpa ¢ aCUMITOMAaTU4YHA XUIEpypUKeMuUsA. ToBa MOXKE J1a € MOKa3aHue 3a
3alI04YBaHE HA YpaTONOHMKaBalla Teparus.
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Iloparpara e kpucrajHa apTponaTus, 3a Hest BaxxarT kpurepuure Ha McCarthy ot 1993 r. ¢
HSIKOU BapHALMM:

Bxmousar 3 rpynu kpurepuu — I, I u 111

L.YcranoBsiBaHe HA KPUCTAJIU B OMONTAT OT CHHOBUS
IL.YcraHoBsiBaHe HA KPUCTAJIN:
A. CrHOBUMAaIHa TEYHOCT MPU MOJISPU3ALMOHHA MUKPOCKOIIUS
B. Tunwunu npu peHTrenorpadus
HI.Kauauynm:
A. OcTbp apTpuT Ha KOJSHO WJIM JApyra rojsiMa craBa c/0e3 xurepypukemusi (cbc/0e3
3auepBsIBaHE)
B. XpoHuueH apTpUT Ha MAJIKH U TOJIEMHU CTaBU ChC CICAHUTE OCOOCHOCTH:
1.HerunuyxHo mscTo Ha aedrora
2.M3onupano crecHenue Ha A4 w/unu F5 c/6e3 ctpanuynu y3ypu (CpaBHHTEITHO paHHA
IIpOsiBa)
3. Hannuue Ha cyOXOHIpaHU KUCTHU (CPAaBHUTEIIHO paHHA MPOSIBA)
4. TexXKu Tporpecupaniv JIereHepaTUBHU MPOMEHH ¢ (OpMUpaHEe HAa PEHTTCHOIO3UTUBHU
Tena (KbCHa MPOsIBa)
5. HenocrositaHO hopmupane Ha octeouT (KbCHA MPOSIBA)
6. Hannuue Ha kanuudukatd B CyXOXWIHS — axWJIECOBO, TPHUIIETIC, Oulenc u Ap. (KbCcHa
IIpOsiBa)
7. AHraxupaHe Ha aKCHUaJIHHs CKEJeT C Kalll[MHO3a Ha JUCKOBETe, BakyyM (EHOMEH Ha
npenuienute u CU craBu (KbCHa TPOSIBA)

Jluacnozama e cueypna npu usnvanenue na 1 + Il A/II B. J[uaenozama e 6eposimua npu usnviHeHue
Ha Il A unu Il B. [{luacnozama e 8v3modicua npu usnvianerue na Il A unu 111 B.

IIpenopbku na EULAR:

1. Ilpu ocmvp npucmovn O6vp3ama nose6a HA HENOHOCUMA OONKA, OMOK U YYECMEUMETHOCH,
oocmueawu nux 8 pamkume Ha 6-12uaca, ocobeno npu HarUUUEemo Ha epumem, € CUIHO CYCNEKMHO
3a KPUCMATHO 8b3NALEHUE, MAKAD U HE 3A0BINCUMETHO N00acpa.

2. Ilpu munuunume ¢hopmu Ha nodacpa (Kamo NPUCMBNHA NOOApPa C XUnepypuxemus),
KIUHUYHAMA OUACHO3A4 € OMHOCUMENIHO MOYHA, HO He Modce 0a Ovboe OKoHuamenma, bes oa ce
00Kadice HAIUYUemo Ha KpUCmai.

3. Hanuuuemo Ha Kpucmaiu MOHOHAMpPUES Ypam 6 CUHOBUATHAMA MEYHOCM UIU 8 ACnupam om
mogu, nocmassn Oegpunumuena ouazHoza nooazpa - uyecmeumennocm - 0.84 u mHozo ucoka
cneyughuunocm

4. Ilpenopvuea ce pymuHHO u3creosane 3a HaAlU4ue HA KPUCMAIU MOHOHAMpUed ypam 6
CUHOBUATHAMA MEYHOCM HA 6ce ouje He- OUACHOCMUYUPAHU 8b3NATeHU CIAGU.

5. Hanuyuemo Ha Kpucmanu 6 ACUMNMOMAMUYHU CMABU MOdce 0d NOCMASU OKOHYAMENHA
OUACHO3a 8 MeAHCOYNPUCBIHUME NEPUOOU. .

6. Ilooazpa u cencuc mozam 0a cvujecmeysam eOHO8PEMEHHO U 3amo6d, Ko2amo ce nooo3upa

cenmudern apmpum, Wlp}l66a da ce uzevpluiu oyeemiearne no FpaM U nociaeka om CuHoBUdIHA
me4yHocm, 00pu U npu Haiuvue Ha Kpucmaniu MOHOHampues ypam.
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7. Bvnpeku ue e naii-easicnusam puckos ¢paxmop 3a nosisama Ha nooaepa, Hueomo na IIK 6 cepyma
He Modice 0a NOmewvpou Ul OMm- X6bpAu HAIUYUEeMmO HA nooazpd, mbul Kamo MHO20 Xopa C
Xunepypu- Kkemusi He pazeusam nooazpa, a 0C8eH moea no 8peme Ha no0azpo- 3eH NPUCMbN HU8Ama
Ha NUKOYHAMA KUCEUHA 8 cepyma Mo2am 0a 6v0am HOPMAIHU.

8. Excxpeyusma na IIK om 6vbpexa mpsabea oa 6v0e uzcied8ana npu HAKou nayuenmu, 0CoOeHo
npu makuea c gamuina obpemeHe- HOCH OM PAHHO NOAGUNA Ce NOOAzpd, HAYAL0 HA Nodazpa
noo 25-2o0uwna v3pacm unu ¢ ObOpeuHU KOHKpeMeHmil.

9. Bwvnpexku ue penmeeHozpagpuama modxce 0a OvOe MHO20 NONe3HA NpU NOCMABAHEmMO HA
ougepeHyuarna ouasHo3a u Modxce 0a NOKaxce MUNUYHU XapaKmepucmuKky 3a XpoHuyHa nooazpd,
Mo3u OUAeHOCMUYeH Memood He e Om Noa3d Npu OUACHOCMUYUPAHEMO HA HAYAIHA ULU OCMmpa
nooaepa.

10. Tpsbsa oa 6woam oyenssanu puckosume Gaxkmopu 3a noséa- ma Ha nooazpa u
KoMopoOuoumem, 6 moea HUCIO U eleMeHmU Om M.HaAp. Memaboiumen CuHopom (obezumem,
Xunepenuxkemust, XUunepaunuoemus, XunepmoHust,).

1.3. IlpenopbKu 3a MpoBekAaHe HAa (APMAKOJOTHYHA Tepamusi NMPH GOJTHH C MOCTABEHA
AMArHo3a moaarpa.

[Tomarposen apTpur u:

e ¢JHAa WIM HAKOJKO TO(H, YCTAaHOBEHHW NpPU KIMHUYHHS TMpErjie]] WId Ha OOpa3sHOTO
U3CIeBaHe

YECTH MPHUCTHIM HA OCTHP MMOJArPO3CH apTPUT (> 2 MIBTH TOUIIIHO)

XpoHHyHa ObOpeuyHa HepocTaThuHOCT (XBH) > 2 cTenen

aHaMHe3a 3a ypoJIMTHa3a

BB3pact nox 40 roxg

w/wm TTK > 8 mg/dl (480 pmol/1)

W/WUIU CHITBTCTBAIIM 3a00JIsIBaHUS — OBOpEUHO 3a00JIIBaHE

IlenTa Ha jeyeHHETO € AOCTUraHe Ha mpuienHoto HUBO Ha [IK mpu koHkpeTHus mamueHt < 6 mg/dl
win < 356.88 pmol/l. B Hskou ciaydau, ¢ 1en nogoOpeHue Ha CUMOTOMaTHKara Ha OojiecTTa U Ha-
MaJIiBaHE U MO BB3MOXKHOCT M34€3BaHE Ha BUAMMHUTE U NAJIMUPY- €MU TOPH, MOXKE J1a ce HaJOKHU
nonmxasane Ha [1K < 5 mg/dl nimm <297 pmol/l.

TepanusiTa 3ano4Ba ¢ HAKO# 0T JiekapcTBeHuTe Npoayktu (JIII) or nbpBa mHus:

- kcantuHokcunaseH uaxuourop (KOW) — allopurinol nau febuxostat

- ako noHe enquH KOU e mpoTuBonoka3aH Uiu HeJoOpe MOHECEeH, aITepaHaTUBEH TEPareBTUYEH
BapUaHT € YPUKO3ypHYHOTO cpeactBo probenicid cmopen ACR wmnmm apyro ypuKO3ypHYHO
CpEeNCTBO cropen nociennure npe- nopbku Ha EULAR-2014 rog.

KcanTtuHokcniasHu MHXMOMTOPH — YPUKOMHXUOUTOPH
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KitouoBu npenopbku 3a JieyeHUe ¢ aJOIMYPHHO

MexaHu3MbT Ha JIEMCTBUE € CBBbp3aH C OJOKMpaHEe Ha €H3MMa KCaHTHHOKCH[Aa3a, BCIEACTBUE Ha
KOETO HamajsiBa MPEBPBIIAHETO Ha XUIOKcaHTHH W kcaHTHH B [IK. [Ina3menara koHIEHTpamus Ha
[1K ce nmoHm*kaBa, HO Ce TIOBUIIIABA Ta3U HA HEHHHUTE MPEKYPCOPU — XUIIOKCAHTHH U KCAHTHH, KOUTO,
3a pa3JiKa OT Hes, ca JIoOpe pa3- TBOPUMH M HMaT MHOTO MO-A00bp ObOpeUeH KIMPBHC. 32 MOMEHTA
allopurinol e Haii-dyecto U3MUCBAHOTO JICKAPCTBO 3a HamajsiBaHe Ha cepymHuTe HuBa Ha IIK.
Havanmnara no3a He 6uBa ga 6b1e mo-Bucoka ot 100mg/ neH, a npu 6omaute ¢ XbH > 4 crenen — He
noseye oT 50 mg/neH (HUBO HA JOKA3aTEICTBO

B) Ilogabpkamarta no3a TpsOBa MOCTENEHHO Ja C€ YBeJIWYa- Ba Ha BCEKH 2-5 ceAMHMIM [0
NOIXO/AAIIaTa MaKCUMaIHa 71033, He0OXO/MMa 32 MOCTUTAHETO Ha OMPEAETICHO MPH- LEIHO HUBO Ha
[1K. lozara moxe aa Obae yBenuueHa u Hag 300 mg/neH, nopu 1 npu HapylieHa 0b0peuna QyHKIuUs,
IIPY TIOJIO)KEHUE Y€ TOBA € CHIIPOBOJCHO C aJIeKBATHO OOyYeHHE Ha MAlMeHTa U C MOHUTOPUPAHE 3a
JICKapCTBEHA TOKCUYHOCT (ChpOEX, OOpWB, NOBHIICHW YEPHOAPOOHW TpaHCamMHWHA3W). Tasu
npernopbka MoXke Jia € 00eKT Ha JucKycus. TpsOBa a ce uMa npeaBu, 4e Ipy eJHOBPEMEHEH MpUeM
Ha a3aTHONPUH [03aTa Ha AJIONypPUHON OM CJIENBajo /1a c€ KOPUTHpA MOpaau IMOBUIIABAHETO HA
HUBOTO Ha 6-MepKanTONypuH U Bb3MOKHOCTTA 32 TOKCUYHU €(DEeKTH.

Febuxostat

@®elOykcocTaT € HEMypUHOB KCAHTUHOKCHJA3€H HWHXUOUTOP C I0-BHCOKA CEJIEKTHBHOCT II0
orHomenne Ha KO, xoiiTto mHXHOMpa KAaKTO OKHCJIEHAaTa, Taka W pexynupanata gopma Ha KO u
nonmxkaBa HUBOTO Ha [IK B cepyma. Ilpunara ce 3a jedyeHHe Ha XpOHHYHA XUIEPYPUKEMHS IIPU
ChCTOSIHUSA, IIPH KOUTO BEUE € HACTBHIIMIIO OTJIaraHe Ha ypaTu (BKJIIOUMTEIHO aHaMHe3a WM HaJludue
Ha To(u W/WiIM mojarpo3eH apTput). Pesynrature OT NMpoyuyBaHUATAa MOKa3BaT A0OBP €(peKT Mo
OTHOILIEHHE Ha PEAYKIHs Ha TOpUTE.

[Tpu enHOrOAMIIHO MpPHUIIOKEHUE Ha JHEBHa 11o3a oT 80 mg, npu 83% ot OosnHuTe, ce HabI0/1aBa
HaMmaJisiBaHe rojieMuHaTa Ha Todure; npu no3a 120 mg nueBHo — 66%. He e uzsicHeHa npuuyuHara,
nopaju KosiTo HUCKaTa Jio3a (hedykcocTaT 1aBa mo-100pHu pe3yaTaTy.

EdextsT My € no-100bp B CpaBHEHUE C MPUIIOKEHHE HA AIOIyPUHOI.

debykcocTar BiIM3a B ChOOpakeHUE MpPU HEMOCTUraHe Ha mpuueaHu HuBa Ha 1K < 6 mg/dl (357
umol/l). Mose ma ce u3nomn3pa mpu 00JHU ¢ OBOPEUHO aHTaXUpaHE (MPUTOKEHUETO HA aJIOMYPUHOI
€ CBBp3aHO C MO-BUCOK PHCK Ha TOKCUYHOCT). Bce omie nmrmcBa nocTaThyeH KIMHHYEH OIUT C
ynotpebaTa Ha ¢pedyKcocTaT mpu OOJIHU ¢ TEXKa YePHOAPOOHA U OBOpEeYHa HETOCTATHYHOCT.

Ho3ara Ha pebykcocraT Moxe aa ce TuTpupa oT 40 10 120 mg THEBHO 0 TOCTUTAHE Ha MIPHUIICITHUTE
cepymuu HuBa Ha [1K. B EBpomna e onoOpen nox popmara Ha Tabnetku ot 80 mg u 120 mg.

Ypuxkosypuuu

HamansBaneto Ha ypaTHaTa eKckpelus € B ocHoBaTa Ha 90% ot cimyuaute ¢ noaarpa. [Ipu xopa
¢uzuonoruuno 5-10% ot untpupanutTe ypatu ce cekperupar upe3 0bOpeuute. [lo-romsimara yact
ce peabcopbupa mpe3 ObOpeuHuTe TYOYIIH.
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VYpuUKO3ypHULIMTE ca IbPBUTE, U3IIOJI3BAHU 34 JICUEHUE HA rogarpara. Becexu, KOMTO 10 equH Win ApyT
HauMH yBenuuasa ekckpeuusara Ha [IK ¢ ypunara, ce nmpuema 3a ypuko3ypuk. OCHOBHaTa MHAMKALMS
ca ciayyaurte, Korato exckpeuusta Ha [IK He orroeaps Ha O4akBaHaTa 3a ChOTBETHAaTa CEpyMHa
CTOMHOCT M 3a HUBOTO Ha rioMmepynHara ¢uiurpauus. [IpuumHara Moxe Aa € IbpBUYHA WU
BTOPUYHA.

Benzbromarone e JIII ¢ Haii-no0bp ypuko3ypudeH edekT, Ho3HaT B KIMHUYHATA paKTHKa. biokupa
URAT!] u mnorucka peabcopOumsara Ha ypaTH OT eNHUTENHUTE KIETKU. [Ipenu3BukBa TexKa
4epHOAPOOHA TOKCHYHOCT.

N3cnensanero Ha ObOpedyHaTa ypaTHa EKCKpeLHUs BiIM3a B CbhOOpaKEHHE 3a M3SCHSBAHE Ha
MeXaHU3Ma Ha XUIEPYpUKEMUATa U 32 M300pa Ha OOJHM, MOIXOISIIN 32 JCUYCHHE C YPUKOZYPHUIIH.
BbBeznena e karo pyTMHHA mpoleaypa B KIMHUYHaTa npaktuka ot npod. K. Kenes. M3cnenBanero
Ha 24-4yacoBa ypuHa 3a KOJHMYECTBO ypaTh M YpaTeH KIMPBHC, 3a€THO C HMBO HAa KPEaTWHUH B
ypUHATa U KPEaTHHWHOB KIIMPBHHC, TOTPUHACAT 32 MpeleHKa Ha Ob0pevynara (yHKIUS U CTETICHTa Ha
AQHTOKUPAHE HA ypaTHATa EKCKpeLusl.

JlekapcTBeHM NPOAYKTH, 0100peHH 32 yIOTpeda npu nmoaarpa.

Probenicid

- Jeka J0 ymepeHa crereH Ha naxuoupane Ha URAT1 u GLUT9
- n1o06pa abcopOuusi ciies OpaaTHO MPUI0KECHUE
- MHKOBA IJJa3MEHAa KOHIICHTPAIHS Ha YSTBBPTHS Yac OT MPHUIIOKEHUETO
- J10303aBUCUM e(eKT B paMKuTe Ha 6 10 12 yaca, KoeTo ompeess He0OX0JMMOCTTa OT
JIBYKPATEH PEKUM Ha MPUITOKCHHE
- Mertabonu3upa ce B YepHus Apod
- TEXKHTE CTpaHWYIHH e(DEeKTH ca PelIKH, a KO)KHA OOPUBH M TaCTPOMHTECTUHAITHH PEAKIIUU CE
Habmonasar npu 20% oT 6onHUTE
J03aTa ce TUTpUpa - 3armousa ce ¢ 500 mg ABYKpaTHO THEBHO W IMOCTEIICHHO CE YBEJIMYaBa 10
2 g MHEBHO Mpu J00pa Mo- HOCUMOCT. MakcumalnHaTa IHEeBHa 703a € 3 g IHEeBHO.

Sulfinpyrazone

- aHaJyor Ha (heHWI0yTa30H
- unxuoupa URATI
- ¢ 1o0Opa abcopOuus ciaell OpaTHO MPUIIOKEHNE
- TMKOBA IJJa3MEHa KOHIICHTPALMs Ha TPETHUS Yac
- Merabonu3upa ce B yepHus Apo0. Han 1/3 ot mo3ara ce ekckpeTupa HEMpOMEeHeHa Ipe3
ObOpernuTe

U3TETJIEH € OT yroTpeba B MOBEYETO CTPAHU MOpaan ciiabaTa CH MOHOCUMOCT,
AQHTHATPETaHTHHS CH €PEKT BbPXY TPOMOOIIMTHTE U JIUTICAaTa HA e()eKT MPU HUCKO HUBO Ha
TIIOMepyHa QUITPAIHS.
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Ypukoszypuunu JII1, KOMTO HE ca CTaHAApT B KJIWHUYHATA TPAKTUKA W CE M3IIOJI3BAT HM3BBH
OJIOOPCHHUTE  WHJIMKAIUU: dpenopudbpar, J0capraH, aTopBaCTATHH, leflunomide,
ketophenylbutazone.

[Ipuo>keHneTo Ha Te3U JIEKapCTBEHU MPOIYKTH MpU OOJIHU ChC CHITBTCTBAIIA MATOJIOTHS, 32 KOSTO
ca TpEeIIUCaHd MOXe Ja MOoAoOpH BB3MOXKHOCTTA 3a JIOCTHIaHE Ha MIPUIIETHH CTOWHOCTH Ha
cepymHa [IK u na u3nbenanu posara Ha agroBanTHa YIIT.

IIpe3 2012 rox. ACR cb3paBa ClIEIHUTE KIIIOUOBHU IPENOPBKU C II€JI YJIECHSIBAHE Ha JIMYHUTE
JIeKapH U peBMAaTOJI03UTE B M300pa Ha YPUKO3YpUUHA TEPAIUs U B IPOCIIEAIBAHETO HA OOJTHUTE:

IIpobennuma € ypuKO3ypu4HO CPEICTBO HA IIBPBU M300p, MPHIOXKEH KaTo MOHOoTepanus. [1pu
NAlMEeHTUTE C KPeaTMHUHOB KIUpBHC < 50 ml/min He e MOAXOIAII KAaTo MbpBa JMHHUS Ha
YPUKO3ypHUHa Tepanus (HUBO Ha Jl0Ka3ares- cTBO B).

[IpunoxeHnero Ha JpPyrd JIEKApCTBa C KIMHUYHO 3HAYUM YPHUKO3YpUYEH e(eKT, KaTo
¢enopudpar u JocapTaH, KaTO KOMIIOHEHT Ha ypPHUKO3ypHYHATa Tepamus, MOXe 1a Obae oT
TepaneBTUYHA 10J134.

AnamHe3ara 3a ypoJIMTHa3a € MPOTUBOIOKAa3aHKE 3a IPUI0KEHUE Ha YPUKO3ypUUHA TEpaIlus.

[Ipenu 3amouBaHe HA ypUKO3ypHUYHATA TEpamusi € HEOOXOJAMMO J1a CE ONMPEACISAT CEPyMHHUTE
guBa Ha [IK.

[ToBumenute croiinoctu Ha [IK B ypuHara ca MHAUKATOp 3a HEWHATa CBPBXIPOIYKIUS U ca
MIPOTUBOIIOKA3aHUE 3a MPOBEXKAAHE HA YPUKO3YPUUHA TepaIIUs.

MOHI/ITOpI/IpaHCTO Ha HuBaTta Ha I1K e 3aABJIKUTCIIHO 11O BPEME HAa YPUKO3YpHUYHATA TCPAIIUs.

C nen noHm)XaBaHe Ha PUCKa OT YPOJIMTHA3a B CbOOpake- HUE BIIN3a AJIKAJTM3UpPaHE Ha
yprHaTa (HalpuMmep ¢ KalueB LIUTpaT) ¢ mpociieasBane Ha pH Ha ypuHara, B 1oIbJIHEHNE

KBbM YBCIIMYCHHA ITPUEM Ha TCUHOCTH.

YpuKoJIUTHYHA Tepanus

Pegloticasa ¢ pekoMOMHAHTHO MOAM(DHUIIMPaHA YPHUKa3a, KOATO CE M3I0JI3Ba 3a JICYCHNE Ha TEXKKH,
pedpakTepHu ciaydyad Ha MoAarpa ¢ HeaocTaTbyeH epekT oT KoHBeHIMoHanHaTta YIIT, npunoxena
B ONTHMAHU A03W. Tepamusara ¢ merioTukaza € omodpena or FDA mpe3 2010 r., Ho He ce
IpenopbyBa Karo nepsa uHus YIIT.

[Ipunara ce Ha 2-4 cenmuiu noj ¢opmaTa Ha HHTpaBeHO3HA MH(DY3Us B 7032 § mg, pa3TBOpPEHA B
250 ml ¢puzmonorudeH pa3TBop.

Ykazanna Ha ACR 3a antumHdaamaropHa ¢apMakoa0oriyHa NpoPUIAKTHKA Ha OCTpHUTE
Kpu3u npu 3anousane Ha YIIT
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[Ipenmonara ce, 4e paHHOTO YBEIMYaBaHE Ha OCTPUTE MNPUCTHIM Npu 3anouBaHe Ha YIIT e
pe3ynTaT OT PEeMOJICIMPAHETO HAa BBHTPETABHUTE YPATHU KPUCTAIHM JICMIO3UTH, BCIEACTBUE Ha
OBP30TO U 3HAUUTEITHO HAMaJIsIBAaHE HAa OKOJIHATA ypaTHA KOHIEHTpaIUs.

Excniepture cmsTar, 4e HEoOXOAMMOCTTa OT MpoduiakThKa B Te3u ciaydyau TpsiOBa na Obae
WHIUBUAYAIHO nperneHsBaHa. KbM MOMeHTa HsiMa MpernopbKU 32 ONTUMAIHATA MPOIBbIIKUTETHOCT
U T4 TpsAOBa a Obje MpereHsIBaHa ciell OleHKa Ha peauna (pakTopu KaTo 4ecTOTa Ha MPUCTHITUTE,
JABHOCT HA ToJarpaTa, HaJIu4ue 1 pasMep Ha TopuTe.

Hsma xoHceHcyc 3a ToBa Kora ToyHo na ce 3anmoune YIIT cien ocTep momarpo3eH HpPUCTBIL.
[ToBeuero excmepTu cyHWTaT, Y€ HHUCKUTe HadanHu no3u Ha YIIT ¢ 0aBHO mNoBHIIaBaHEe Ha
J03UPOBKaTa ca B OCHOBaTa Ha NMPEBEHNMATA HA mpucThnute (start low, go slow). Bee nmak, mopaau
BUCOKaTa 4eCTOTa Ha IPUCThINTE NpH nHUnuupane Ha YIIT, e nmpenopbuuTeHo NPOBEKIAHETO HA
npopUIIaKTHKA.

IvpBa aunus JII ca colchicine u mucka no3a HCIIBn. Te He BuHaru ycnsBar ja npeIoTBpaTIT
BCHUKH T10/IarPO3HU MIPUCTHIN cief 3arnoyBane Ha YIIT.

Konxunuuabsr uma Obp3a upeBHa pe3opOums (tmax 2 h, t1/2 4 h) u eHrepoxemnaraieH KpbroBpar,
JOTIPUHACSIII] 32 HErOBaTa CTOMAITHO-YPEBHA TOKCUYHOCT. KOIXHIIMHBT Ce CBBpP3Ba HEOOPATUMO C
JMMEPUTEe Ha BBTPCKICThYHMSI OCITHK TYOYJIMH WHXHOMpA HEroBaTa IOJUMEpHU3AIUs H
dbopMHpaHETO Ha MHKPOTYOyJIM Ha JEBKOUUTHTE. TOW WHXMOHMpaA CBIIO W MHUrpalusATa Ha
rpaHyJIONUTHTE, KakTo W cuHTe3a Ha LTB4. [lotucka garommro3ara Ha ypaTHUTEC KPHCTAIA H
OTCJTa0Ba BB3MAJIUTEIHATA PEAKITHSI.

Karo antepHaruBHa npoUIakTHKA MpH GONHH C HEMOHOCHMOCT KbM HIIM MPOTHBOIOKA3aHUS 3a
konxunuH U HCIIBn ce mpenoppuBa Hucka f03a prednison mwam prednisolone (yrounena kato <
10 mg/nen). IlpunoxkeHue Ha MO-BHCOKHU 03U C LeN MPEBEHLHUS HA MPUCTBHIIUTE CE CYUTA 32
HEYMECTHO.

He e mocTurHar KOHCEHCYC 3a CHOTHOIIEHHMETO MOJ3a/pUCK 3a HeojoOpeHaTa ymoTpeda Ha
uHxubutopu Ha IL-13a anTumH@IamaropHa npoduiIakTHKa Ha HPUCTBIIUTE Ha OojecTTa MpH
NAlMeHTH C JIMIca Ha TEepaneBTHUeH eQEeKT, HETOJEPAHTHOCT WIM IMPOTUBO- TOKA3aHUSA 3a
NpUIIOKEHNE Ha HUCKU 103U KoaxuiH, HCIIBa uian riitokoKOpTHKOMTH.

[IpenopbuBa ce mpoabHkaBaHe Ha aHTUUH(IAMaTOpHATa MPOQHUIAKTUKA TTPH KIMHUYHU OeJe3u 3a
MpoJbJDKaBalla OoJleCTHA aKTUBHOCT (kKaro HampuMmep 1 wnm moBede Tohu MpH (PUIUKATIHO
W3cleiBaHe, CKOPOIIHA MOAarpo3Ha Kpr3a Ui XPOHUYEH MOAarpo3eH apTpUT) U/ UK aKO CEPyMHUS
ypaTeH TapreT Bce olle He € JocTurHar. Ob1aTa mpoAbIKUTETHOCT € Hali-MHOT0:

6 Mecena

3 Mecela cliel TOCTUTaHe Ha CEpyMHUS ypaTeH TapreT MpH nanueHTu 6e3 Todu npu GU3UKaIHOTO
H3ciIeaBaHe WIH

6 Mecela cie]l MOCTUTaHe HAa CEpYMHHS ypaTeH TapreT, KoraTo MMma pe3opOIs Ha M3BECTHU OT
HpeI[I/II_HHI/I N3CJICABAHUS TO(bI/I.

JIEYHEHUE HA OCTPA IIOJATI'PO3HA KPU3A
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[lenTa Ha JIeYEHHETO € paHHO U OBbP30 OBIIAJSIBAHE HA CTaBHATA KPH3a, KATO HE CHIIECTBYBA €IUHEH
CTaHJapT 3a JeyeHue. Mma HAKOJNKO NMPEenopbKH 3a JICUEHHWE Ha IMOJAarpo3Ha Kpu3a M HAKOJKO
KOHTPOJIMPAHU PaHIOMHU3MpaHU Npy4BaHMs 3a olleHKa Ha epukacHocTTa Ha oTaennure JIII. Ilo-
rojsiMaTa yacT oT usrorBeHute or ACR mpenopbku ca ¢ HUBO Ha jnokaszareictBeHocT C. CunHara
0oJKa, ChIIBTCTBAIA KPU3aTa, MOXKE J1a TIPEMUHE B PAMKHUTE Ha HAKOJIKO JHH, 0€3 IPUII0KEHUE Ha
JIIT, HO € BB3MOXHO U J]a CE NPOTPAXHUPA B IPOIBIHKEHNE HA CEAMULIH.

PapMaKOJIOrHYHO JICYEHHE HA OCTPUTE KPU3H.

DapMaKoJIOTHYHOTO JieueHHWEe TpsOBa Aa ObAc 3amoyHATO MPe3 MHPBHUTE HAKOJIKO Yaca OT

HAYaJI0TO Ha KpU3arTa, 3a MOCTUTaHe Ha ONTUMAaJeH e(eKT.

[TpoBexnanara dapmakonornyna YIIT He TpssiOBa na ce crupa 1Mo BpeMe Ha MoJarpo3Ha Kpu3a.

VIIT He ce 3amouBa 10 BpeMe Ha KpHU3a U HE ce CIMpa 1o BpeMme Ha Kpu3a. Bp3MoxkHO € na ce

Ha0JI10/1aBa 3aTErHAaTO MPOTUYAHE HAa KpU3aTa IpHU ynoTpeda Ha alomypHUHOI.

OueHka Ha TexKeCTTa HA MPUCTHIIA

[Ipu nexo 10 ymepeHo u3paseHa 0oJika M IMPH 3acsiraHe Ha €IHa WM HIKOJIKO MajK{ CTaBU WU Ha
€Ha WJIN JIBE TOJIEeMHU CTaBH, € mokazaHa Mmonorepanus ¢ HCIIBn, cuctemuu 'K min konxuiuH.
[Ipn cunHO W3pa3zeHa OoNKa, MPU TMOJUAPTUKYIAPHO 3acsraHe WM IpU OOXBallaHe HA MHOIO
TOJIEMH CTaBH, € HEOOXOMMO TPHUIIOKEHUETO Ha KomOuHarus ot JIIT.

[Tocturnat e koHcencyc 3a toBa, yue¢ HCIIBa, koaxuuun u 'K (BbTpectaBHO, mepopaiHO WM
MYCKYJTHO TIPUJIOKEHUE) Ca €THAKBO €)CKTUBHU 3a JICYCHUETO HA OCTPUTE NMPUCTHIIHA HA TOJarpa u
n300pbT Ha Tepanus TpsOBa Aa € choOpa3eH ¢ MHAMBHIYATHUTE MOTPEOHOCTH HA MALIMEHTUTE U
npoduna Ha OezomacHoct Ha JIII. Bhopekw de, mapameraMoJi HE ce MPENophuBa KaTo MbpBa
JUHUS, MOXKe J1a ObJIe OT MOJ3a KaTo TOMbIHUTENICH aHANTeTHK.

IIpoBeneHu ca MHOXKECTBO IIPOYYBAHMS 3a OLIEHKA Ha e(eKTa OT Tepanusara Ha OCTPUTE MPUCTBIN
Ha noaarpa (21 ¢ HCIIBn, nmer ¢ I'K, nBe ¢ KoaxuumMH M €AHO ¢ KaHakuHyMaO). Ilomydyenure
pe3ysiTaTd TOKa3BaT, 4e€ HHUCKUTE J03UM KoiaxXxuuuH (obma no3a 1.8 mg 3a 24 wyaca) ca mo-
e(eKTHBHH B CpaBHEHHE C TUIANe00 M ca CHIIO TOJKOBA €(PEKTHBHHU, KOJIKOTO W BUCOKHTE JIO3U
(obmra 103a 4.8 mg), HO ca CbC 3HAYUTEIHO MO-100Bp MpodHIT Ha 6E30MMaCHOCT.

IIpunokeHneTo Ha KOJXHMIIUH € MOAXOJSINa II'bpBa JIMHUS Ha TepalMs OpU OCThP HNPUCTHII, HO B

PAaMKUTC HA IBPBUTEC 36 yaca CJIc] HaYaJIOTO Ha CUMIITOMATUKATAa, IPpH YCJIIOBHEC, Y€ MAIIMCHTHT HE €

mpoBexaal npodumiakTuyHo Jeuenune ¢ to3u JIII npes mocnemnuure 14 nau.

N3non3Ba ce HaroBapBaiia j103a ot 1.2 mg, mociensana ot 0.6 mg cien exun yac. Cnen 12-us gac
ce mpuiara j03a ot 0.6 mg eauH WM JBa ITH JHEBHO, IOKATO HE CE OBaNaJee HAM'BJIHO KpU3aTa.
TepaneBTuyHaTa MKUPUHA HA KOIXHIIMH € 10 6 mg//eH, a TOKCUYHaTa — HaJl 6 mg/IeH, HO Auapus
MOJKe€ Jla c€ TIOSIBU | MPH 103U ToJT 6 mg//ieH.

[Ipu OonHu, mpoBexaanu NPOQUIAKTUYHO JIEYEHHE C KOJXMIMH Ipe3 mnocieaHutre 14 nHu, e
Heo0xoauMo TepanusaTa Aa ce nposene ¢ Apyru JIIT — HCIIBx nim I'K.

Hsma kateropuyHu gokas3atencTBa OT cpaBHUTEIHH npoyuBanus mexay HCIIBn u nnane6o. Huto
enno HCIIBn (konBeHnuoHanHo uiu cenektuBeH COX-2 nuuxuburop) He € ¢ mo-m1o0sp ehekt ot
OCTaHaJIUTE.
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3a yeyeHre Ha ocTpa OoJKa W/WIM MOJArpo3Ha KpHs3a ce MpernopbyBa M3MOJI3BAaHETO HA MbJIHATA,
ono6pena ot FDA unu EMA, antunHpaamaTopHa/aHAITETHYHA J1034.

OnoOpenu 3a JieueHueTo Ha octpa nojarpa or FDA ca HanpokceH, MHIOMETALUMH M CYJIHHAAK.
Hpyru HCIIBa B aHaireTMYHU U aHTUUH(IIAMATOPHU J03M o0adye mMoraT ja ObJaT ChIIO TOJIKOBA
epektuBHU. 3a COX-2 uHXHOUTOpHUTE, KATO TEPANECBTUYCH BApUAHT TMPU TMAIUEHTH C
racCTPOMHTECTUHAIHUA NPOTUBONOKa3aHus uian ¢ HemoHocuMmocT kbM HCIIBn, mybmukyBanute
pPaHJIOMU3HPAHN KOHTPOJIUPAHU TMPOYYBAHHS TOIKPEMSIT e(pHUKacHOCTTa HAa ETOPUKOKCHO U
mymupakokcu6. Tesu areHtu obade He ca paspemieHu 3a ynotpeba B CAILl, a mymupakokcub e
W3TETJICH OT ynoTpeba B HAKOU AbPIKAaBH IMOPATU XEMATOTOKCUIHOCT.

IIpe3 nocneanure ronunu peauua kiacose HCIIBn nperspnsixa eBomouus. [lossuxa ce HCIIBa
C MO-MaJIKO CTPAaHUYHU €(PEKTU U C JOOpU KIMHUYHU PE3YJITaTH.

CucremHo " HHTPAAPTUKYJIAPHO NPUIIOKEHUE Ha TJIIOKOKOP TUKOMIHU ]|
ajeHoKkopTuKOTponeH xopmoH (ACTH).

Tpu ot u3cneasanusra onpenenar cuctemante ['K 3a Tonkosa edexruBhu, konkoro u HCIIBm u ¢
nofo6eH npodwui Ha 6e3onmacHocT. Hsima mpoy4BaHus, KOUTO J1a OLICHABAT IIpUEMa Ha MapareTamMol
WM BBTPECTABHOTO NpuiioxkeHue Ha 'K 3a iedeHne Ha ocTpuTe NPUCTHIIN HA NOAArpa.

[Tpu u36opa Ha 'K xato HavanHa Tepamus IbPBO TPSAOBA /1a c€ OLIEHU OPOSIT HAa CTAaBUTE C AKTUBEH
apTpUT. AKO ca 3acerHaTH €JHAa WM JABE CTAaBH, € YAAYHO MEPOPATHOTO UM MPUIIOKEHHE; IpU
oOxBalllaHe OT MaTOJIOTUYHHUS IPOLIEC Ha e€Ha WM JBe TosieMu craBu, 'K morar ga ce mpuioxar
MHTPAAPTUKYJIAPHO.

IIpu BbpTpecTaBHOTO MHKeKTHpaHe Ha ['K no3ata M ce ompezens OT rojieMUHaTa Ha 3acerHaTaTa
CTaBa WJIM CTaBHM, KaTo TO3M NojaXxoJ ce koMmOuHupa c nepopaieH npuem Ha 'K, HCIIBa wnm
KOJIXMIIVH.

Koratro uWHTpaapTHKyJapHOTO TPUIOKEHHE HE € YAa4HO — MOJMAapPTUKYJIapHO 3acsraHe,
NpEANOYNTaHHe Ha TMAIMeHTa WM KOraTo Ta3W MaHUIyJalus He ¢ BCCKHIHCBHA NMPaKTHKa 3a
JTaeHdsl CIENUAMCT - Ce MpernopbuBa mepopainust npuem Ha I'K — prednison wim
prednisolone B nawanHa mo3a ot mone 0.5 mg/kg/men 3a5-10 quu, ¢ mocieABamIO CIMpaHE Ha
JICYCHHETO.

Bb3moxeH e u anteprartuBeH npueM Ha ['K - mbiaHa no3a 3a 2-5 q1HH, ¢ TOCTENEHHO HaMalsIBaHE Ha
no3ara 3a 7-10 1Hu ¥ mpekpaTsIBaHe HA JICUCHUETO.

[MapenTepanno nmpunoxenune Ha methylprednisolone B no3a 0.5-2 mg/kg Bim3a B choOpakeHue
[IPH MAIIMEHTUTE, KOUTO HE MOTaT Jia IIPUeMaT IepOPaTHO JICKapCTBaTa.

B takuBa ciydan e Bb3MOXKHO M NMOAKOXHOTO mHxektupane Ha ACTH B goza 25-40 IU, koeto e
crapa npaktuka. IIpu nHeob6xoammoct Tezum JIII moratr ga OBbAAT NPUIIOKEHH IMOBTOPHO, KaTo
CIIEBAIIIUTE J03U Ce OMpeAeAT Ha 6a3aTa Ha MbPBOHAYAIHO OCTUTHATHS TepaneBTHUEH e(eKT.

Bce ome Hama KOHCCHCYC 3a MHTPAMYCKYJIIHOTO HMHIKXCKTHPAHC HAa KETOPOJIAK WIJIM TPUAMIIUHOJIOH
IIpH XO0pa € OCTHP NPHUCTHII HA TOJAarpa U ¢ HCBB3MOXKHOCT 3a IIPHUEM Ha JIII npes3 ycrara.
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Havyanna koMOuHMpaHa Tepanus

3a nauueHTH ¢ Texka nojgarpossa kpusa ( BAC > 7) 1 mauuMeHTu ¢ ocTbp NOJIMAPTPUT WIIK 3acsAraHe
Ha IIOBEYE OT €[Ha TojsiMa CTaBa Ce€ MPEnopbyBa HAYAJHOTO €JHOBPEMEHHO MPUJIAraHe HA JIBE OT
(hapMaKoJIOTUYHUTE BB3MOXKHOCTH, MpernopbyaHu no-rope. Karo moxe aa ce M3MON3BAT IIBJIHU
7103 WJIH, aKO € MO-YAayHo, IThJIHA /1033 Ha eIUHUS U NpoduiakTUyYHAa J03a Ha Apyrus areHt. Haii-
BEUe ce¢ MMa MpeaBu]i KoMOMHHMpaHo u3noyBaHe Ha kKoJaxuuuH U HCIIBja, nepopajien 'K u
KOJIXMIIMH MM MHTpaapTukyJapeH 'K c¢ Bceku eaun ot apyrute Bapmantu. He ce oOGcbxaa
koMOuHMpanata ynorpeba Ha HCIIBn u cucremun KC, mopaau omaceHuss OT CHHEPTUYHHUTE UM
tokcnuHu epextu Bepxy ['UT.

Ounenka Ha 0TroBOopa KbM JICHCHHUETO

[Ipu OnaronpusTeH OTrOBOpP KbM TEpanusaTa Cle[Bamiara CThIIKa € OOy4YeHHe Ha TAIUCeHTa U
OIICHKA Ha HeOOXOAMMOCTTa OT nMpoBexkaane Ha YIIT.

[Ipu He3zamoBONIMTENIEH OTTOBOP KbM JICUEHHETO, € He0OXOoauMa IMpoMsiHa Ha (hapMakoJorHuyHaTa
Tepamnusi, MPUJIoKeHNEe Ha KOMOMHAIMS OT JIEKapCTBEHH MPOJYKTH, a TMPHU JIUICa Ha OJaronpusiTeH
TepaneBTHuYeH eQeKT — n3non3Bane u Ha JII1, kouto Bce olle He ca 0100pEHHU 3a MPUIIOKEHHUE.

HeanexkBaTHUSAT OTroBOp Ha OCTpUsl MPHUCTHII Ha Mojarpa KbM ¢apMakoJoruyHaTa Tepamnus ce
nepuHupa Ha Oa3ara Ha cleJHUTE Kpurepuu: nogodpenue ot < 20% mo ckajiara 3a OLIEHKAa Ha
0oJKaTa B paMKUTE Ha 24 yaca cie/l Ha4yaloTo Ha TepanusaTa WK MoJA00peHne Ha TO3H MoKa3aTell ¢
< 50% crnen 24-us yac OT cTapTa Ha JICYCHHUETO.

B TakmBa ciyuam TpsOBa a ce OLEHHM BB3MOXXHOCTTA 3a TPEIIHO MOCTaBeHa auarHosa. [lpu
CIly4auTe C OCThP MPUCTHI Ha Mojarpa, peppakTepeH CHpsMo ocTaHanuTe usnoi3Banu JIII, ou
MOIJIO Jla Ce NPWIOKK HWHXUOMUTOp Ha uHTepieBkuH-1 [IL-1] karo canakinumab (150 mg
MOJIKOKHO).

Canakinumab e wuoBemko IgGl/k MOHOKJIOHATHO AHTHUTSJIO, HACOYEHO CPEIly YOBCIIKUS
uHtepnaeBkuH-1 6era (IL-1 Oera). KanaknnymaO ce cBbp3Ba ¢ BUCOK apUHUTET CleUU(UIHO KbM
yoemkug IL-1 ©Oera wu HeyTpaiu3upa OuoJIOTUYHATaA My AaKTUBHOCT, OJOKHpalKu
B3auMojieiicTBuero My ¢ IL-1 penenTopure, KaTo 1Mo TO3M HAYMH MPEAOTBpATsIBA HHAYLMpaHATa OT
IL-1 Gera reHHa akTHMBalUs M NPOXYKIMATA Ha MeIUATOpU Ha Bb3naieHuero. IlokazaH e 3a
CUMITOMAaTUYHO JICYEHHE NPU BB3PACTHU IMALMEHTH C YECTH NPHUCTHIN HA IMOJArpO3€H apTpUT
(mone 3 mpucThiia npe3 u3MuHanuTe 12 Mecena), npu kouto Jyedernuero ¢ HCIIBn u xonxurmx e
IIPOTUBOIOKA3aHO, HE Ce ToJlepupa Jo0pe Ui HE BOJU A0 33aJI0BOJIUTENIEH TEPalleBTUYEH OTIOBOp U
IIPU KOUTO € HEMOJXO/ISAII0 MPOBEXKIaHETO Ha MOBTOPHU KOPTHUKOCTEPOUTHHU KypcoBe. [Ipumara ce
Ha BCEKU OCEM CEIMMHIIN KaTo €HOKpATHA /1032 Ype3 MOJIKOKHA NHKEKIIHS.
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VI. JETEHEPATUBHU CTABHU 3ABOJISABAHUSA
1. OcreoaprTpo3a

Octeoaprposata (OA) e XpOHUYHO HEBH3MAIUTEITHO 3a00JIsIBAHE HA CTABUTE, B OCHOBATa HA KOETO
CTOU IIbpPBUYHATA JETEHEepalus U JECTPYKIUS Ha CTaBHUS XPYIISUT ¢ MOCeABalia nmpoiaudepanus
Ha KOCTHaTa ThKaH (0cTeopUTH, CyOXOHApaATHA OCTEOCKIepo3a). Br3nmanuTenHuTe W3MEHEeHUs Ha
CHMHOBHAJTHAaTa MeMOpaHa U Ha OKOJOCTAaBHUTE ThKAHU MMAaT BTOPUUEH XapakKTep.

OcTteoapTpo3aTa € Haif-uecToTo cTaBHO 3aboisiBaHe. 3acsira 12-15% ot HaceneHuero Ha 3emsTa.
CwcraBnsgBa okono 50 % or Bcuuku peBMaTHuHU Oojectu. [IposiBsBa ce TiIaBHO BBB BTOparta
MOJIOBHHA HA KMBOTAa. OTHOCUTENHUSAT J5U1 Ha TOBA 3a00JIsIBaHe 1€ HAapacTBa B ObJeIIE, Thil KaTo
ChbBpEMEHHATa TCHICHIMS € Jla Ce yBeIMuYaBa OposT Ha XopaTa B HalpeaHana BB3pacT B oOmiara
BB3pacTOBa CTPYKTypa Ha HacesieHuero. Ta3u OosecT He 3acTpaliaBa )KMBOTA U JbJITOJIETUETO, HO
B CBHILOTO BPEME HE I03BOJISIBA J]a C€ BOJM HOPMAJIEH U IbJIHOLEHEH XKUBOT. OcTeoapTpo3ata €
BaXEH 3/PAaBHO-COI[MAIIEH MpOoOJieM, KOETO TMpOHM3THYa Haii-Beye OT BHCOKaTa ¥ 4YecToTa.
HNkonomuueckure pazxonu 3a 6onnute ¢ OA ca okono 30 mbTH MO —TOJIEMHU OT TE3H 3a OOJHUTE C
pPEBMATOUJICH apTPHT.

Haii-Baxkna eTwonmormyHa pojs 3a pa3BUTHE HA OCTeoapTpo3aTa Wrpast TeHeTHUYHaTa
MPEIUCIIO3UIHS 1 MEXaHUYHOTO MPETOBapBaHe Ha ctaBuTe. [IpuynHHM (akTOpHW ca M BB3pacTTa,
HaJHOPMEHOTO TErJo, €HJI0KPUHHU u MeTabOUTHU HApPYIICHUS,
NPEIIIECTBYBAIlM  BB3MNAIMTEIIHA  CTaBHH  3a00JsIBaHHSA,  BpPOJEHH W NPHIOOUTH
Mai(opMali Ha CTaBUTE, OCTPU ¥ XPOHUYHU TPaBMHU.

CHLBpEeMEHHO JIeYeHHe HA apTPo3HAaTa 00J1ecT
1.1.0cHoBHMTE LEJIH HA JJedueHueTo HA ooaHuTe ¢ OA ca ciaegHuTe:

e Jla ce oOmex4aT OOJIKUTE U CKOBAHOCTTA.
e Jla ce oBnazee CHIIBTCTBAIIMAT CHHOBUT (AKO TaKbB € HAJIMIIE).
¢ Jla ce momoOpu (QyHKIMATA HA 3aCETHATUTE CTaBH , PECI. U KA4YeCTBOTO Ha JKUBOT HA
OoJIHHTE .
e Jla ce mpenoTBpaTy UM 3a0aBU MPOTPECUPAHETO HA JETEHEPATUBHUSA IMPOIIEC B CTABHUS
XPYIISUT
JleuenueTo Ha OOJIHHUTE C OCTEOApPTPO3a M3HMCKBA KOMIUIEKCHA TepaleBTUYHA Mporpama , KOsTO
BKJTFOYBA!
® 001 MEPKH, KOPEKIIUs HA BPeTHUTE (GaKTOpU H OTOpEMEHSBAHE HAa CTABUTE. .
¢ (hapMaKOJIOTHYHO JICUCHHE: CHMIITOMATHYHO W Oa3UCHO, 00O U JIOKATHO.
® ONIEPATUBHO JIEYEHHUE — AapPTPOCKOIHUs, CHHOBEKTOMUHU, KOPUTHPAIIH OMNEpPaIlUH,
SHIONIPOTE3NPAHE.
e (usnoTepanus u OATHEOICUCHHE.

1.2.CTparerusi Ha TepanusiTa
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1. OpayHu aHaNreTUIH
a. Ilapaneramon ubu MeTamMHu30I
2. JlokanHo neueHue

a. Jlokamam HCIIBn B nombiHEHHE KBM OCHOBHATA Tepamus, 3a OOJieKYaBaHE Ha
6onkara, oco0eHo npu 00JIKa B KOJIEHATa WU PBIIETE.

b. JlokanHo capsaicin B JOI'bJIIHCHME KbM OCHOBHATa Teparnmus, 3a OOJeKYaBaHE Ha
6onkara, ocoOeHo npu 00JIKa B KOJICHATA WIIU PBIIETE.

3. HCIIBa u Bucoko cenektuBHu COX-2 uHxuOutopu ( B KOMOMHAIMSA C MHXHOMTOP Ha
IIPOTOHHTA [TOMIIA)

a. Korarto opamnuTe aHanreTUIX WM JIOKATHOTO JIeYEHHUE ca Hee(peKTUBHU, TO MOTatr
na 6bnat 3amectrern ¢ HCIIBx unu Bucoko cenexktuBeH COX-2 uHXHUOUTOP.

b. Koraro opajHuTe aHAJITETHUIU WK JIOKAJTHOTO JICUCHUE Ca HEC(PEKTUBHH, TO MOXKE
na ce momuciu 3a noodassine Ha HCIIBn win Bucoko cenektuBen COX-2 UHXUOUTOP.

c. HCIIBn wmm Bucoko cenektuBeH COX-2 nHXUOUTOp TpsOBa Ja ce U3IMO0I3BaT B Haii-
HUCKaTa e()eKTUBHA J103a U 32 HAl-KPATKO BH3MOXKHO BpEME.

d. Koraro ce mpeamucBar HCIIBn wmm Bucoko cenektuBeH COX-2 wuHXHOHTOP,
JEKapcTBO Ha MmbpBU u300p TpsiOBa na e crangaptHo HCIIBn wmm Bucoko
cenektuBeH COX-2 unxubutop. TpsdBa na ce u3depe HaANW-€BTUHOTO BBH3MOXKHO
JIEKapCTBO.

e. Bewuxku HCIIBn u COX-2 uHXMOUTOPH MPOSBSABAT aHAITETUYEH €(PeKT B CpaBHUMA
CTENEH, HO C€ XapaKTepU3upaT C Pa3IMYeH MOTEHIMal Ha TacTpO-MHTECTHHAJIHA,
4epHOIpoOHa, KapJ10-BacKyJlapHa U peHalHa TOKCUYHOCT. M300pbT Ha ekapcTBeH
MPOJAYKT U Jo03aTa TpsOBa na ce Oa3upaT Ha MHIUBUIYIHUTE XapaKTEPUCTHUKU Ha
MaIMeHTa, PUCKOBH (DaKTOpW, BKIIOUMTENHO BB3pacTra. llammenTture TpsOBa
peryisipHo 1a 0b1aT MOHUTOPUPAHH.

f. Axo mammeHTa Bedye € Ha TepamMs C HUCKM 03U aspirin, TO MEIUIIMHCKHS
CHeLUAINCT TpsAOBa 1a oOMuciu nmpueM Ha aHanretuiu BMecto HCIIBi nian COX-2
UHXHOUTOPH.

4. WnTpa-apTUKyNapHO JeUYEHUE

a. Koprukocrepouam WHXEKTHpAaHH HHTPAAPTHKYIAPHO MOTaT Ja ce M00aBAT KbM

OCHOBHATa Tepamnus, Ipu NallMeHTH C OCTEOAPTPUT U TEKKa OOJIKa.
5. XupypruuHo Jie4eHue

1.3.@apmako10rH4YHa Tepanus
e AHAJITETMLIMTE Ca JICKapCTBA Ha MbPBU M300p 3a MOBIUsABaHE Ha apTpo3HaTa Oomka. [Ilupoko
NpUIIoKeHHEe HaMupaT npernaparute Metamizolum u Paracetamol .
e HCIIBa mpurexxaBaT NpPOTUBOBB3MNAINUTENCH, AaHAITETHUYEH, AHTUIUPETHYEH U
aHTHarperanTeH eekrT. Te ca MOAXOASAIIM 3a CHMITOMATU4YHO JedueHue Ha OomHute ¢ OA.
[ToBnusiBar craBHaTa OOJIKAa M OTOK, CKOBAaHOCTTA, KaKTO W (DYHKIIMOHAIHHUS KamalUTeT Ha
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3acerHaTUTE CTaBH, T.€. MOCTUra C€ 3HAUYUTEIHO MOJ0OpeHHEe B KIMHHUYHOTO CHCTOSIHHE Ha

6onnute. TpsbBa na ce crnas3Ba MPaBUIIOTO TeparusaTa Ja 3alo4yBa ¢ HA3HAYaBAHETO Ha IMO-JIEKU

u otHocutenHo Oezonmacuu HCIIBn u mocrenmeHHO na ce mpeMuHaBa KbM IO-CHIJIHH, aKO

IbpBUTE HE ca fanu edekt. Jlekapst TpsOBa Aa mpeAnucBa OHE3U OT TAX, KOMTO MO3HABA Haii-

no0pe.

IIpu neuennero Ha OA Haii-uecto ce usnosnssat caeanure HCIIBi:

e diclofenac

e piroxicam, tenoxicam

e naproxen, ibuprofen, ketoprofen
JleBeTneceTTe TOAWHM Ha MHHAIMAT BeK Oemre pa3padoreHa HoBa reHepauuss HCIIBa -
CEJICKTUBHM IHUKJIOOKcureHasHu wuHxuOutopu (COX 2-uaxumbutopu). COX 2-muHXHUOHTOpPHUTE
(celecoxib, parecoxib, etoricoxib) mokassar TepaneBTHYHATa €(EKTUBHOCT, KOSTO € CXOIHA C Ta3u
Ha Hali-mmpoko uinon3Banute HCIIBa. TsaxHOTO mpeauMcTBO €, 4e ce MoHacIT A00pe U BOAST A0
3HAYUTEIHO MO-MAJIKO CTPAaHUYHHU €(PEeKTH OT CTpaHa Ha CTOMAIIHO-UYPEBHHS TPAKT W OBOpemmre,
HO TSXHATa KapJHOBacKyJapaH TOKCHYHOCT OTrpaHMYaBa ynorpebata mMm. Ha HammsT mazap ce
npeyiarar npenapatute celecoxib, etoricoxib u parecoxib.
IIpe3 2011 r. ¢ orjen nmoBMIlIEHAaTa YECTOTAa HA HEXKEJIAHU JIEKAPCTBEHU pEaKLUUU OT CTpaHa Ha
JyepHus 1po0O, Oelre mpeMaxHaTa HHIUKAIKATA 3a JieueHre Ha apTpo3Ha 6oska ¢ Nimesudid.

e OnuouaHu a”ajareruuu. [Ipu nepcucTupaniy, CHIHU U HETIOBIMABALIN ce OOJIKM Ce Hajara

JIeYeHHE C ONMHMOMIHU aHAJTeTHIM, MPUIOKEHW B HUCKU JO3M M KPAaTKH JIeUeOHU KypCOBE .

[Mpunoxxenue Hamupat npenaparute oxXycodone u tramadol.

e [IIOKOKOPTUKOUIU 32 JIOKAJTHO mNpuio:keHue. BorpecraBHoTo neuenue ¢ 'K wmenm

MOBJIMSIBAHE HA TOJJICIKAIINS CUHOBUT, XOHJIPUT, OCTEUT, KAKTO M Ha OKOJIOCTAaBHUTE ThKAaHHU

yBpeau. [pedHokpucranaure ['K ca moaxozasim 3a nepuctaBHi HHGUITpanuu (HHCEPIIMOHUTH,

OypcHTH, JIMTAMEHTUTH), KaKTO M B IMO-JIGKATE CIy4ad Ha aKTHBHpaHa OCTEOapTpO3a.

Enpoxpucranaure 'K ce mpunaraT cTporo BbTPECTaBHO U ILIENAT IOBIUSBAHE Ha OCOOEHO

YHOOPUT CUHOBUT. Hali-4ecTo TOBa JieueHHe ce mpuiiara B KOJsSHHATa craBa. MIHxkekThupaHeTo Ha

tTazo0enpeHara craBa He ce mpernopbuBa . M3mom3sar ce mpemapature betamethasone,

methylprednisolone u ap. He Tpsi0Ba aa ce W3BbpHIBAT MOBEYE OT TPU WHKEKIMH B €HA CTaBa

TOJMILHO.

e Muopeaakcanru (baclofen, tolperisone). Muopenakcauture ¢ mnentpaaso (Baclofen) u

nepudepro (Tolperisone) neiicTBue ca BaXHM BHB BCHYKH CIy4ad KOTATO MMaMe HAIUIIC

MyCKyJieH cnazbM. Te BIu3ar no-psjko B cho0pakeHue B o0laTa TepaneBTUYHA [IporpaMa rnpu

OA.

e ba3ucrHu cpeacTsBa 3a jieyeHHe HA apTPo3HaTa 00J1ecT ( XOHAPONPOTEKTOPH )
I'aroko3aMuH cyjagat 1 XOHAPOUTHH cyJa(aT U3I0JI3BAT CE CAMOCTOATEIHO U KaTO KOMOMHHUPAHH
npenapatd. TexHure epeKTH ca CBBpP3aHM C TOAOOpeHa CHHTE3a Ha TIIOKO3aMHHOTIHKAHH,
MPOTEOTTIMKAHN M KOJAareH OT XOHJIPOIMTHUTE , WHXHOMpaHe Ha HAKOW pasTpaKIallyl XpyIsia
SH3UMH, peaylupaHe Ha OoJKaTa W MOJ00psBaHE HAa CTaBHATA MOJBMKHOCT, KAKTO M PEIyIHpaHe
Ha BB3MAJICHUETO NPU aKTUBUpPaHA apTpo3a. BaXHO e ManueHThT Ja mpueMa JAO0CTaTh4Ha JHEBHA
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no3a ot 1500 mg rmoko3amuH cyiadar, kakto u 800 mMQ/mH  XOHAPOUTHH Cyidar.
[IpoabixuTeHOCTTA Ha JiedeOHUs Kype € 3 Mecela, /1Ba bTH T'OAMIIHO.

HeocanyHsieMn eKCTpakTH OT aBOKaJg0 M €O T[pUHAUIekKAT KbM TIpymnara Ha
XOHJPOMPOTEKTOPUTE, HO CHIIO Taka MpHUTEk)aBaT u cuMmnTomarndeH edexr. Cuura ce, de
CTUMYJIUpAT CHHTE3a Ha eKCTpalelyJapHuss MaTpUKC Ha ChbEIUHHUTENHATa TbhKAH W
nponudepanuiara Ha XOHAPOIMUTUTE, TOATHCKAT  KOJAareHa3HaTa W IUTOKMHOBAa aKTHUBHOCT,
MOBJIMSIBAT ~ CBBP3BAHETO HA KOJAreHoBUTe (UOpH, CTHMyIHpaT  pacTexHHUTE (AKTOpU Ha
ChEIMHUTEITHOTbKAaHHUTE U XPYILSIIHU KJIeTKU. ToBa yinecHsBa 3apacTBaHETO HA paHU U MO00psiBa
BH3CTAHOBSIBAHETO HA JIETCHEPATHMBHO IPOMEHEHUTE CTaBHU CTpyKTypu .IlpoBenenure
CpPaBHHUTEJHH, IUI1a1le00-KOHTPOIUPAHU MPOYUBAHMS JOKa3BaT €(PEKTUBHOCTTA HA MPOAYKTa MpHU
OBJIaJIIBaHE Ha KIMHUYHUTE NposiBu Ha OA (Goika M CKOBaHOCT), 3amouBaiia B Kpas Ha 1-Bus
Mecel] OT HadyajoTo Ha JjeyeHuero. Ilpunara ce mo 1 kamcyna JHEBHO MO BpeMe Ha XpaHEHE B
IPOBJDKEHHE Ha 3 Mecela.

o JlyopuxanTu. To3u BuA JekapcTBa, M3MON3BaHU 3a JiedeHnero Ha OA, ca ch3nazeHH Ha
0a3zata Ha xmagyponoBata kuceanHa (XK). Te momoOpsiBaT BHCKO30-EJIaCTUYHUTE CBOWCTBA Ha
CHMHOBHANTHATa TeYHOCT. HaTuBHATa XuanypoHOBa KHCETUHA UMa CPABHUTEIHO KPAThK MOJYKUBOT
U MOpajay Ta3u MPHUYMHA C€ W3IMOJ3BAT Pa3jIMYHU IMPOU3BOJCTBEHU TEXHHMKH 3a yAbDKaBaHE Ha
BepHrara u crabuiansupaHe Ha MosieKynaTa. [lo oTHOmeHHe Ha HEHHMUS MPOU3X0/] M TEXHOJIOTHS Ha
n3BiInyane ex3orenHara XK ce cunre3upa upes:

® EKCTpaKlHUA OT METIHOB rpedeH ¢ MOCIeABaIl0 NPEYNCTBAHE;

e Owodepmentanus Ha OakTepuu, OpeIuMHO Streptococcus zooepidermicus — weron,

OTJIMYABAII] CE C MTO-MaJTbK aJepTeHEH MOTEeHIIUA.

BbB Bpb3Ka ¢ HAUMHUTE HA CUHTE3a, XUATYPOHOBUTE KUCEIMHU MOTaT Ja ce KIacu(pHUIUpar B JIBE
TpyIu:

e XuanypoHaHu: JIBJITOBEPM>KHM MOJIEKYJIM OT NTHYM @POMU3XOJ WIM pPeE3yJTar Ha
OonodepmeHTalus ¢ MoJieKyIHa Maca oouuaitno mexay 0.5 u 2.8 mDa.

e Kpscrocano-cebp3anu (Cross-linked) xwmanypoHaHu: XHATypOHOBH MOJICKYJIH, XUMHYHO
MOTUGUIPAHA Ype3 KPHhCTOCAHO-CBBP3BAHE, CHCTOSIIM CE€ OT TeuHa (haza ¢ Mo-ToisiMa
MoJieKyHa Maca (okoso 6 mDa) u conmaHa ChCTaBKa ¢ HEOTPaHWYEHA MOJIEKYJIHA Maca,
(dbopMHpaHN upe3 KpPbCTOCAHO-CBBP3aHM BPB3KU MEXKIY ABITH BEPUTH XHATyPOHOBH
KHCETTUHHU.

Bwrnpekn ue ot ¢apmakoJoruuHa TIeHA TOYKAa BCHYKH XHATYPOHOBU KHCEIWHHU 32 BBTPECTABHO
NPUIIOKEHNUE TIPE/ACTABIABAT TOJIEMH MOJIEKYJM, 3a KIMHMYHATAa TpPAKTUKA TMO-yJI00HO e
pa3ensiHeToO UM Ha TaKMBa C HUCKA, CpeJlHa U BUCOKA MOJIEKYJIHA Maca!
e  Hucka“ monekymaa maca — mexay 500 u 1000 KDa
o Cpenna“ monekynHa maca — Mexxay 1000 u 2800 KDa
e ,Bucoka® MonekynHa Maca — OTHacsi ce Hai-4ecTo 3a KPbCTOCAHO-CBBP3aHU MOJIEKYJIH,
YUATO MOJIEKYJIHA Maca e rmo-Bucoka ot 3 000 KDa
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KpbcTocano-cBbp3aHuTE MOJEKYIU Ca Ch3JaJCHH C Led MOCTHUTraHe Ha MPOAYKT C MOAOOpEHH
BHUCKOEJIACTUYHU CBOWCTBA U C IMO-TOJISIMA YCTOMYMBOCT Ha JIEHCTBUETO HA BBTPECTaBHUTE
xuanyponuaasu. [IpoyuBanus mokaspar, 4ye BbTPECTaABHUSAT MOJTYKUBOT Ha XHAIypOHATUTE C HUCKA
MOJIEKYJIHa Maca € efBa 24 yaca, JI0KaTO TO3M Ha KPbCTOCAHO-CBBP3AHUTE MOJIEKYIM MOXE JAa
JIOCTUTHE HAKOJIKO JIHU U JIOPU CEAMMUIIU.

AKTyaJTHUTE TPENOPbKH U3THKBAT, Y€ ChUIECTBYBAT JOKA3aTEICTBA B MOJKpeNna Ha edukacHoCTTa
Ha XK B JleyeHMeTO Ha TOHAapPTpO3a KAaKTO 3a HaMalsBaHETO Ha Oojkata , Taka W 3a
GbyHKIIMOHATHOTO Tono0peHre Ha mnanueHture. EQexkTsT MM ce xapakrtepusupa cbc 3a0aBeHO
Hayajgo, HO MO-TIPOJBIDKUTEIHO BPEMETpacHe, B CpPaBHEHHE C BHTPECTABHOTO MPUIIOKEHUE Ha
KOPTHUKOCTEPOUIH.

ITpe3 2012 r. AmepukanckusT konex mo peBmatosorus (ACR) maBa ycioBHa mpemopbKa 3a
U3MOJI3BAaHETO Ha XHWAJIypoOHaTH INpU JIEYEHHWE Ha TOHApTpPO3a, JOKATO HE IpenopbyuBa
nmkektupanero uM npu OA Ha ppkata. ACR m3puyHO HE naBa HACOKHM IO OTHOIIEHHE HA
BbTpecTaBHUTE MHKEKIMU ¢ XK mpu kKokcapTpo3sa.

2. Xupypru4yHo JjeyeHue. B KoMmIiekcHus TepaneBTHYeH moaxon npu Ooxaure ¢ OA
OTIpEeICNICHO MSCTO 3aeMa M XUPYPru4HOTO JieueHue. [IpoBexaar ce apTpoCKOnus, CHHOBEKTOMUH,
KOPHUTHpAILK OTIepaliy, EHA0MPOTE3UPaHE.

3. ®uszukanaHo JedeHue M pexaduiauranusa. CblIecTBEHO MACTO Ipu JjedeHueto Ha OA
3aemMaT (pU3MKaIHUTE cpeacTBa. Te ce 00eqMHsBAT B CIECAHUTE TPYIIH:
v QU3HOTEPATIEBTHYHH;
v/ KUHE3UTEPANIEBTHYHHY;
v/ KypOPTHO-KJIMMaTHYHH.
HM3mom3BaT ce caMOCTOSTEHO WITH KOMOWHUPAHO.

3abenexka:

JleyeHneTo ¢ Hepa3pelleHH 3a yroTpeda JIEKApCTBEHU MPOAYKTH C€ WU3BBPIIBA MPH YCIOBUATA M TIO pell,
onpeaeneHu ¢ Hapenda Ne 10 or 17 moemspu 2011 1. 3a yClIoBHITa U pejia 3a JICUSHHUE C HEpa3pelleHH 3a
ynorpeba B PenyOnuka Bearapusi nexkapcTBeHH NMPOAYKTH, KAKTO M 3a YCJIOBHATA M Peda 3a BKJIIOYBAHE,
MIPOMEHH, M3KIIIOYBAHE M JOCTaBKa Ha JIEKAPCTBEHW NPOIYKTH OT CIIMCHKA MO Wi. 266a, an.2 o 3akoHa 3a
JIEKapCTBEHUTE MPOAYKTH B XyMaHHaTa MenuiuHa (06H. [IB 6p.95 ot 2.12. 2011r., mom. /IB 6p.24 ot 12.03.
2013r.) Ha MUHUCTBPA Ha 37paBEONa3BaHETO.
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